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Pa3zButne cny)6bl 0XpaHbl 340POBbS AeTeN Ha TeppUTOpun HanbymKCKOro okpyra TepcKou o61actn CBA3aHO C pa3BUTUEM
aKyLLEPCKON M neanaTpr4ecKos nomoLLum B POCCUICKOM rocyapcTBe, B YACTHOCTH C OTKPbITUEM B HOSI6pe 1872 . BbICLUMX
KEHCKUX MEeAMUMHCKNX KypcoB npu CaHKT-leTepbyprcKom MeanKo-Xupyprudyeckon akagemuu. puesa nepBbiX Hay4YHbIX
aKylwepoK B 06/1aCTb CTan CO6bITUEM, KOTOPOE MOJI0XKMI0 Ha4aa0 GOpMHUPOBaHNIO BCEW Cy6bl 0OXpaHbl 340P0OBbS AeTel
Hanb4nkckoro okpyra. HecmoTpsi Ha npuHUMaemble Mepbl, MHPEKLMOHHbIE 3a60eBaH1si 0CTaBanCb OCHOBHOMN MPUYMHOM
3a60/1eBaeMOCTH M CMEPTHOCTU AETCKOIro HaceseHUs OKpyra, MNoJobHas CUTyalms coxpaHsanach o ycTaHOB/EHUS] B 06/1aCTH
COBETCKOM BN1aCTH M QOPMHUPOBaHMS NMPOPUIAKTUHECKOIO U COLMaTbHO-MMIMEHNYECKOro Hanpas/ieHns B 34paBo0XpPaHeHUH.
KnioyeBbie cnoBa: jfeTcKkas CMEPTHOCTb, POXAAeMOCTb, OXpaHa 340pO0Bbsi AeTel, noBuBasbHasi 6abKa, aKkyluepKa,
Hanbuymkckuit okpyr, TepcKasi 061acTb
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Tepckon obnactu. Bonpockl coBpemeHHown neanatpmmn. 2024,;23(6):416-419. doi: https://doi.org/10.15690/vsp.v23i6.2843

OBOCHOBAHME

B nporpamme pa3sutua 3apaBooxpaHeHus Poccuum
0c060€e BHMMaHWe yaensieTcsa BOMpocaM COBEPLUEHCTBO-
BaHWS CUCTEMbI OXpPaHbl 300POBbS AeTeN. ATO COXPaHEHUE
W YKpenneHve penpoayKTMBHOIO 3[40POBbS, MOBbIWEHUE
3hDEKTUBHOCTU Mep MO OXpaHe 30POBbs MaTepn U pebeH-
Ka. Bce nepeyncneHHoe HEBO3MOXHO 6€3 PeKOHCTPYKTUB-
HOro aHanM3a UCTOPUMN Pa3BUTUS aKyLLEPCKOW W neauaTpu-
4yecKom nomoum B Poccun 1 pernoHax.

Llenb uccnegoBaHua

PeaHnmunpoBaTb MMeHa MepBbIX MOBMBasbHbIX 6GabOK,
aKyllepoK, Bpayen, Kotopble chOpMUPOBaNKN aKyLLIEPCKYO
W neguaTtpuyeckylo ciyxoy B pernoHe. [poBecTtn UcTopu-
YECKUM aHann3 M PEKOHCTPYKLUMIO 3TanoB CTaHOBEHUSA
CNy*K6bl OXpaHbl 340pPOBbS AeTeN B Hanb4MKCKOM OKpyre
Tepckon obnactu.

Valery Yu. Albitskiy?, Irina L. Semenova?2

MATEPUAJ1 U METOAbI

CraTb OCHOBaHa Ha AEeNONPOU3BOACTBEHHbLIX [OKY-
MeHTax LleHTpanbHOro rocyaapctBeHHoro apxvsa Kabap-
anHo-bankapckon Pecny6nuku (LUIFA KBP), nyé6auuunctu-
YECKMX WMCTOYHMKAX, K WM3YYEHUIO KOTOPbIX MPUMEHEHbI
naeorpa®UYecKknini, ICTOPUKO-CUTYaLMOHHBIN U UCTOPUKO-
XPOHOJIOrMYECKUM METOAbI.

PE3YJIbTATbl U OBCYXXAEHUE

B koHue XIX Beka B Hanb4iMKcKoM oOKpyre TepcKoMn
0651aCTM Ha4YMHaET co3aaBaTbcsa NPodeccnoHanbHoe Meau-
LIMHCKOE O06CnyXMBaHWEe MecTHOro Hacenexms. B 1891 r.
MeAMLMHCKas NOMOLLb MECTHbIM XWUTENAM chneluanbHbiM
pacnopsi*xeHmem MeAauLMHCKON 4acTW BOEHHO-HapOAHOro
ynpaBneHuns KaBkasa 6blna nepegaHa M3 BeaeHusa MuHU-
CTEepCTBa BHYTPEHHUX fen [pargaHCKOMy MeaWLUHCKOMY
ynpaBneHuto KaBkasckoro Kpas [1].
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Development Stages of Children Healthcare in Nalchik District
of Terek Region

The development of the children healthcare in Nalchik District of Terek Region is associated with the development of obstetric and
pediatric care in Russia and particularly with the opening of higher women’s medical courses at Saint Petersburg Medical and Surgical
Academy in November 1872. Arrival of first maternity nurses in the region was the significant event laying the foundation of the entire
children healthcare system in Nalchik District. However, infectious diseases remained the main cause of morbidity and mortality among
the children in the district despite all the taken measures. Such situation persisted until determination of Soviet regime in the region
and implementation of preventive and socio-hygienic direction in healthcare.
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C uenblo yMeHblIeHUss 3aboneBaeMoCTU cpean aeTen
061aCcTHbIM PYKOBOACTBOM M3[4aeTcs psia NPWKa3oB, Ha3Ha-
yatoTcs ocobble caHUTapHble KoMuccunn. B cnoboae Hanbumk
B COCTaB TaKOM KOMMUCCHUW BXOAWUIM OKPYXKHOM Bpady, cnobos-
CKOW CTaplwuHa, NpoBM30p U ABa fiMua, BblOpaHHble obLie-
CTBOM. B ocTanbHbIx nocenexunsix 6ol 06pa3oBaHbl CaHu-
TapHble OTpadbl, AEWCTByllMe nod HabnwaeHWem Bpadva
WM HaYaNbHUKOB HaANeXallMx panoHOB, cneLmanbHo Gbina
nanaHa «MHCTPYKLMS AN19 Y41EHOB rOpOICKOM, OKPYKHOM, CTa-
HWUYHO-CNOBGOACKOM M CENbCKOW MoAnUMK TepcKor o6nacTu»,
a TaKXe AN MeCTHbIX CaHUTapPHbIX KOMUCCUI «M0 NpeKpalle-
HUIO 3TUX 3a6oneBaHui» [2]. Bpauu, Kak YneHbl CaHUTapHbIX
KOMWCCUIM U OTPSAO0B, 6bliM 06583aHbl NPeacTaBaaTb JOHece-
HUA NPU MOSIBNEHMM 3apasHbix 601e3Hen 6e3otnaraTenbHO
M 3aTEM EXEeJHEBHO A0 NpekpalleHns ux. B cBoux goHece-
HUSAX YKa3blBain NPUYUHbI NOABEHUS 3apa3HbiXx 60n1e3HeN,
[IOKNaAbiBann O AanbHeWWwem feyeHuu, crnocobe neyeHus
1 Mepax, NPUHUMaeMbIX K MX NpekpaLieHunio [3].

OCHOBHbIMWM MNpPUYUHaAMKM [OeTCKoM 3aboneBaemMocTu
n cmeptHocTn B Kabapae u bankapuu aBnsnncb UHOEK-
LIMOHHble 60ne3HU. B aBrycte 1891 r. o6nactHas raseta
coobuiana, 4yto «B poxnagHOM Ao TOro CUIbHO pacnpocTpa-
HUINCb KOPb W CKapnaTuHa, YTO peaK1i AeHb He BbIHOCAT MO
3-4 maneHbKWXx rpobuKa, a Mo OHOMY TaK Kawibl AeHb.
XoTs B NpoxnagHOM €CTb YaCTHbIM Bpay, HO OH MOJIOXKUTESb-
HO He B COCTOSIHMM 6GOPOTbCA C PAchpPOCTPaAHEHMEM 3TWX
3apa3sHbix 60M1e3HEN, TaK KaK HE MOXET B/IUATb Ha MPUHATHE
NOSIMLIENCKO-BPaYebHbIX MEP M TaKKe HEeBO3MOXHO yrnpa-
BUTbCS» [4]. B cTaHuuax 6abKu-3HaxapKu nevynnu ckapna-
TMHY — BblJaBnvBas nanbLamun HapbiBbl B ropie 601bHOMO
pebeHKa, 3apaxkasi THOeM BCe BOKpPYr, pebeHOoK 3afblxancs
M YyacTo ymupan. Matepu UCKanu cnaceHuns y CBSLWEHHUKOB.
Hecnu 60/1bHbBIX NpUYaLLaTbCs CBATbIMM JapaMu, YTOObI UCLLe-
NUTb UX, @ Apyrue npuyauianu cBoux pebsaT, 4Tobbl cnacTtu
MX OT 3abofieBaHus, ynoBas Ha bora. CBALWEHHOCNYXWUTEND
npuyalan Tex v Apyrux OAHOM NOXKEYKOW, 3aparkas yepes
Hee 300poBbIX AeTen. OT ckapnaTuHbl ymupano o 30%, a ot
amdTepun — ot 40 go 64% 3aboneslumx geten [5].

B KoHue XIX cTonetMs B OKpyre CHOBa PeErncTpupytoTcs
MHPEKLMU: KOPb, OT KOTOPOM 3a 8 AHen n3 63 3a60neBLUIMX
ymepno 5 geten, ocna, AaBasluas 0CnoxHeHusa — cnenoty. 06
3TOM MOXKHO CyAWTb MO AaHHbIM Nepenucu HaceneHus B 1897 .
B Tepckon o6nactn Ha 100 TbiC. KuTenen cpean 278 cnenbix
66110 203 ocnenwux ot ocnbl [6]. B Hos6pe 1897 I. OKpYKHOM
Bpay B.H. [pammaTKoB cHOBa NMLLET panopT O NPUHATUM Mep
B cno6oje Hanb4nK NpoTvB cKapnaTuHbl U ocnbl [7].

BenblWwKy AeTcKkux nHbeKumi npogomkanucb 1 8 1898 . Mo
coob6LeHunto Bpada U.U. MaHTioxoBa, B TepcKon 06/1acTh B TeYe-
HWe roga oT ocnbl, AudTEPUTa, CKAPAATUHBI U KOPK NOrM6an oT
12 o 15 yenosek Ha 100 3a60neBLUMX STUMKU MHDEKLMnaMH [8].
C uenbto NpefynpexaeHns 3apaxeHnst aubTepuen u apyrumu
3apa3HbiMK 60NE3HAMMU B OKpyre Bpay M denbalepbl onoBe-
LLann HaceneHue, B KaKUx CeMbsX NOSIBUINCHL GOSbHbIE, YTOObI
n3bexatb KOHTaKTa ¢ HUMKU. A BO BnagvMkaBkase ana atoro
B rasete «Iepckne BeAOMOCTW» nevatanu agpeca U daMunuu
C YKa3aHWeM yucna 60/bHbIX M MX Bo3pacTa [9].

CocTosiHME 3[0POBbSA [IE€TCKOr0 HaceneHus oKpyra otiu-
Yanu KpanHe HeraTuBHble TeHAeHumMu. Tak, B 1900 r. B cno-
6oae HanbyuK, rae meanomMoulb 6bin1a cpaBHUTENbHO 6osee
[A0CTynHON, U3 135 ymepumx xutenen 86% coctaBnsinm AeTu.
Mo Hanb4MKCKOMY OKpyry B 370 Bpems ymepno 1717 »xute-
nen Ha 2738 poamBlwunxcsa. A B 1903 1. B OKpyre poaunocb
1238, ymepno e 6onblue, Yem poamnocb — 1487.

Mpu6bIBWKIA B 1900 r. B Hanb4YnKCKUIM OKpyr denbawep
Hukonaw BacunbeBny CyxoB B pa3rap anMaeMun ocnbl cpeam
[eTev aynoB Npu NoMbITKE NPOBECTU OCMEHHYIO BaKLIMHALMIO
BCTPETW/CS C COMPOTUBNEHUEM POAUTENEN, KOTOPbIE HE XOTe-
NIM NPVMBMBATb KPOBb «rypoB» HU cebe, HK1 aeTam. MNpuwnoch

NPUBErHyTb K aBTOPUTETY MyAsbl. MHOMMX yAanoch cnacTu, HO
ObINN W KEepTBbl — KaK ymMeplune, Tak 1 ocneniumne. MMeHHo
6narofaps ¢enbalepcKomMy CoCTaBy y4acTKOB Hanb4yMKCKoro
OKpyra ¢ NomMoLLbi NPUBMBOK YAaN0Ch NPEKPaTUTb BCMbILWKY
MHbEKLUMU cpean B3POCOro U AETCKOro HaceneHuns.

B Tepckor 06nactv 3a aT0T e nepuoj npolsia annaemus
KOPW M APYrux AETCKMUX 60Ne3HEN, MPUYeM NOYTU NONOBKHA OT
06LLero Ynucna ymepLunx npuxoaunach Ha MaTuropckum otaen,
KyAa BXxoaun Hanb4uMKCKui OKpyr. dnuaemus notpeboBana
[ONONIHUTENBHO KOMaHAMpOBaTb Bpavyen U denbalepoB u3
Apyrux 4vacten obnactn. Hanbonbluee 4ucno 3aboneBLIMX
B 1903 r. NpulINOCb Ha CKapnaTuHy, KOpb, FPUMNM W Ocny,
BbICOKMI KOO PULIMEHT CMEPTHOCTM NPUXOANSICSA Ha AETCKoe
HaceneHue, 0T CKap/aaTUHbI B TOM e roay oT 06LEro Kou-
yecTBa ymepLumx o 34% coctaBuno aetTckoe HaceneHune [10].

XapaKTepHO cnefylollee WCTOPUYECKOE CBUAETENbCTBO:
Korga AETCKME MHGEKLMOHHble 60ne3HM noceulaoT Gankap-
CKMe ay/bl, «4eTU MPYT, Kak Myxu, — nucan H.IN. TynbYuHCKu, —
ropeL, Na0X0 BEPUT B PYCCKYIO MEAWLIMHY U O4EHb PeaKo obpa-
LaeTcs K y4acTKoBOMY denbaLlepy Uam K OKPYKHOMY Bpady; Aa
1 nocneaHue CoBepLlIEeHHO 6eCccuiibHbl OKa3aTb CyLLECTBEHHYIO
nonb3y HaceneHuio; Genbawep U Bpay NPUHUMAOT BCEBOS3-
MOXHble Mepbl MO M3019UMK GONbHbLIX AETEN, MPONUCLIBAOT
NneKkapcTBa, AaloT yKa3aHus No CaHWTapHOM 4acTu W T.A4.; HO
BCE 3TW Gnarve Mepbl U yKasaHus pas3buBaloTCs Mpaxom
0 KOCHOCTb W HEBEXKECTBO rOpLIEB; yexanu Bpay 1 denbalwep,
1 BCE OCTAETCSs MO-CTapPOMY: KEHLMHBI C MabIMK U TPYAHbIMM
AeTbMM, MO 06bl4alo, NPOAOMKAIOT Nocelwartb Aoma, rae ectb
60NbHblE M YMepLUKE AETH, OTCIOAA LIMPOKOE pacnpocTpaHeHue
OETCKMX 3NMAEMUI, KOTOpble 6ECNPENATCTBEHHO pa3rynvMBatoT
no JoMaM, KOCHT U KocaT aeten» [11].

3aMeTHbIM CO6bITUEM B WM3Yy4YEHUW AETCKOro 3A40POBbS
B pPErvoHe ctano NpeanpuHATOe y4acTKOBbIM BPa4yoOM CTaHM-
ubl Muxannosckas Hukonaem A6pamoBuyem BepTenoBbim
MeAuKo-reorpaduyeckoe uccnegoBaHne MNPUYMH BbICOKON
[IETCKOW CMepTHOCTU B obnactu. H.B. BepTenoB cyutan, 4To
NoBbILLEHHas CMEPTHOCTb AETEeN B 3anagHoOM 4acTu obnacTtu
Oblia obycnosfieHa ynotpebneHnem [feTbmu 6onee rpyobon
NULK. YTO e KacaeTcs NOoBbIWEHWS CMEPTHOCTHU cpeau aeTen
Ka3ayecTBa MO CPABHEHUIO C KOPEHHbLIM HacefleHWeM, 3TO
06bSACHANOCH 60/1ee NPOAOCIKUTENbHLIM KOPMIEHUEM FOPLIEB
rPYAHBIM MOJIOKOM M NMO34HUM NEePEeXoAoM K TBEPLON nuLie.

CKasblBanoCb TaKXe MPEMMYLLECTBO FOPCKOW HOMbKK
nepes pPycCKOW MOABECHOM N0SIbKOW. Y MeCTHOro Hacerne-
HUS B NIOSIbKE MMENOCh COOTBETCTBYIOLLEE MpUCnocobneHne
151 0TBOJA 9KCKPEMEHTOB pebeHKa, MPUMEHSIOCh XeCTKoe
neneHaHve, raoe pebeHka neneHanu BMECTE C JIIOIbKOW,
1 cama ntoNbKa 6bina yaobHa ans nepeHoca [12]. MeHbLuyto
nopakaemocTb AbIXxaTefbHbIX NyTEN AeTeW KOPEHHOro Hace-
NIEHUs TakkKe 06bACHANM Ccnoco60oM MefieHaHns, KOTOpbIn
npuy4aeT pebGeHKa AblliaTb HOCOM, YTO AaBano 60blue LaH-
COB He 3aboneTb [13].

OaHaKo ropckas ntofibka umena 1 oTpuuatenbHoe BAUs-
HWe Ha pa3BuTHE pebeHKa. Y BCex HOBOPOXKAEHHbIX B 1% cny-
yaeB BCTpeyvancs BPOXAEHHbIM BbIBUX Ta306e4peHHOro
cycTaBa, MpUyeM y eBOoYeK B 6—7 pas valle, Yem y Manbyu-
KOB. TaK)Ke XeCTKOe NneneHaHne MNafeHLEB K JOCKE N0JIbKK
€cnoco6CTBOBANO Pa3BUTHUIO Yy AeTen KabapanHUEB 1 6anKap-
LLIeB CMUIIOLWLMBAHUIO 3aTbIOYHBIX KOCTEN rofioBbl [14].

Bo BTOpoM nonosuHe XIX cTonetus pas3BuTUIO ByayLien
CUCTEMbl OXpaHbl MaTEPUHCTBA M MAaLeHYecTBa CNoco6CTBO-
Ba/iM NPOBEAEHHbIE B CTpaHe YHMBEPCUTETCKAs WM 3emcKas
pedopMbl, OTKpPbITUE Kadeap neanaTpum U rMrneHbl; Wnpo-
KO€e pa3BuTME 0OLLECTBEHHOM MEeAWLIMHbI, a TaKXe columalb-
HO-TUrMEHNYECKUE NCCeNOBaHUSA 3EMCKUX Bpayen 1M nepBbix
POCCUMCKUX NegnaTpoB. BO3HWMKNO NOHUMaHWE HEOBXOANMO-
CTVW aKTMBHOrO, pellatollero y4actusa rocygapctesa B CTpOU-
TEeNbCTBE CUCTEMbI OXPaHbl 340POBbS MaTepu n pebeHka [15].
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B 10 e Bpemsi BO BTOpow nonoBuHe XIX n Havane XX B.
BpayebHasi 1 CcTauMoHapHas MeauLMHCKas NoMoLLb AETCKOMY
HaceneHuto Hanb4MKCKOro okpyra Tepckon o6nactv ¢daKTu-
4YeCcKu He oKasblBanacb. Bo Bpemsa anugemuit 6onblue BCex
cTpaganu OeTu, YTO CBSI3aHO C MOYTW MOJHbIM OTCYTCTBMEM
BpayebHOM MOMOLLM, 3a[E€PHKKOW JOHECEHMI O XO4e ANUAEMUNA
N CMSITYEHUEM UCTUHOM KapTWHbI UX pacnpocTpaHeHus [16, 17].

B oKazaHun MEeAMLMHCKOM MOMOLLM, KPOME HapOAHOM
MEAMLUMHbI, 3aMEeTHYI0 POJib CTan urpatb CPeaHun Meau-
LMHCKMIM nepcoHan W npexae BCero noBuBajbHble GabKu
W y4eHble aKyllepKu. Cutyauusa nameHmunachb B cuny pedopm,
npoBefeHHbIX AnekcaHapom BTopbim, npeobpa3oBaHUs Koc-
HY/IUCb HE TOJIbKO 3KOHOMWKU, NPOMBbILIEHHOCTHU, HO U Meau-
LIMHCKOro fena, B YaCTHOCTU Me[MLMHCKOro o6pasoBaHus,
KOTOpOE CTasno JOCTYMHO XEHLIMHAM.

B 1871 r. poccuicKoe nNpaBMUTENbCTBO pa3peLnsio
«ColecTBOBaTb pPaCNpPOCTPaAHEHUIO KYPCOB aKyLlEePCKUX
HayK, 4TOObl aTb BO3MOXHOCTb HAaNBONbLLIEMY HUCITY HEHLLMH
npUUCKaTb cebe aKyllepcKkue 3HaHus» [18]. «BBuay nonb3bl,
NPUHOCUMOW TOCMUTANIbHOM [OEATENbHOCTbIO CECTEP MWO-
cepavs, paspeLnTb KeHWMHaM 3aHATUS GenbalepcKkue 1 no
OCMOMPMBMBAHUIO, @ TaKXe anTeKapCKUe B KEHCKMUX neyeb-
HbIX 3aBefeHUsX», — YKa3blBasoCb B MpPaBUTENbCTBEHHOM
pacnopsikeHuun [18]. Ans KeHWUH 6blnn yCTaHOBEHb! ABE
aKyLlepCKMUe CTeneHu: cTeneHb noBmBanbHOW 6abKu U CcTe-
NeHb YHeHOW aKylepKH.

Ha CeBepHbiit KaBKa3 Havyanu npues)aTb NOBMBaNbHbIE
6abku [19]. Nx Ko BTOpoK nonoBuHe XIX B. HACYUTLIBANOCh
nsaTb. NosiBNEHUEe y4eHOW aKylWepKU B Kpae Obl1o 60NbLLIMM
COGbITUEM B POAOBCMNOMOXEHUN. AKYLLEPKKU BNEpBbIE «BTOP-
rMUCb» B chepy oOKazaHUsA MeQULMHCKON NMOMOLLM KEHLMUHaM,
TaK KakK MeauWKW cTapaiucb He BMELIMBaTbCA B JieyeHue
YEHLMH. ITU OrpaHMyeHns 6bin 06YCNOBNEHbI TaKXe penn-
rMO3HbIMW 3anpeTamu. B peaynbrate TEMHOTbI M HEBEXKECTBA
npouBeTano 3HaxapcTBo. MoyTn B Kaxgom ayne 6biiv cTapy-
XU, BbINONHABLINE 06938aHHOCTH MOBUTYXM.

B 1868 r. B latnropcke ctana paboTaTb NoBMBasb-
Haa 6abka Enuszaseta ViBaHoBHa bensesa [20]. lNocne ee
nepeesja v rogoBOro OTCYTCTBMA B [€OPrMeEBCKOM OKpyre
noBMBanbHOM 6a6Kn B 1874 r. B pacnopsiKeHUe OKPYKHOro
Bpaya HanpaBnsieTca B OKpyr noBuBanbHas 6abka Mapus
AnxacoBa [16, 17].

B 1875 r., Koraa co3gaetcs MNaTMropcKuin oKpyr U oKpy»K-
HbIM FOPOAOM CTaHOBMTCA ropof [MATUropcK, NoBMBanbHas
6abka Mapusa AnxacoBa CTaHOBWTCS FOPOACKOM aKyLIEPKOMH,
a MATUIOPCKOM OKPYXKHOWM MOBMBa/ibHOW 6abKOM Ha3Haua-
erca EKkatepuHa MnbuHuyHa lMonakoBa, KoTtopyto B 1877 T.
cmeHsieT AnekcaHapa KoHcTaHTMHOBHa CokonoBa [16, 17].

B 1879 r., koraa B Hanb4unK npuesxKaer ceMbs MeanuKoB
TaBNMHOBbIX, HA AO/IKHOCTb OKPYXXHOW NOBUBaNbHON 6abKu
npuébbiBaeT Kcennsa depnoposHa TasnnHoBa [20]. B 1881 .
Ha 3Ty JO/MKHOCTb NPUHMMaeTcs EkatepuHa AnekcaHapoBHa
MpaBanKkoBa, a B 1882 r. B 06pa30BaHHbIn Hanb4ymMKCKui
OKpyr TepCKOW 0611acTU Ha AOMKHOCTb aKyLIepKu MpuHATa
Enena BacunbeBHa CnagopoBa.

B 1903 r. B Hanb4MKCKKUi OKpyr npubbiia nosBusBasibHas
6abka EBreHus MBaHoBHa buptoKoBa, cMmeHuBLWaa KceHnuto
denopoBHy MBaKWHy, TaKKe MECTHblIe XWUTeNW BCMOMWHa-
toT EkaTepuHy lMeTpoBHY [onnHcKyto. EkaTepuHa leTpoBHa
npoucxoguna u3 ABOPSH, UMeNa CrneLnanbHOCTb aKyLlWepKH,
M NOKa en MNo3BONS/N BO3PacT M 3[40POBbe, OHa Mnomora-
fla HaceneHwio okpyra. Bmecte ¢ EkatepuHon [leTpoBHOM
Ha TeppuUTOpPMM OKpyra OKa3biBaiM aKyWeEepPCKYld MOMOLLb
n cectpbl AnekcaHgpa MBaHoBHa HuKonbckas M Mapus
MBaHoBHa LUeplwyHoBa.

B oKpyre nioxo o6CToA10 AENO0 C aKYLLIEPCKOW MOMOLLbIO.
CKJIOHHblE NPUHMMATb XPOHMYECKOE TeYeHUe KEeHCKue
6onesHn TpeboBanu PerynspHoro KeannduLMPOBaAHHOIO

NeYeHuns, KoTopoe He MOro GbiTb BbIMNOMHEHO B CTaHWUYHOWM
o6¢cTaHoBKe. HeHLMHbl CTeCHANUCh 06pallaTtbes ¢ 60/1e3HA-
MU nonoBon chepbl K denbalepy v Wi oT O4HON 3HaxapKu
K APYyron, B UTOre 4ero 340poBbe Bce 6onee 1 6onee pacctpa-
MBanoCb — M 3aKaH4YMBaNOCh yTPaTON TPYAOCMOCOOHOCTH.

Bce vauwe nosiBnsitotcs TpebGoBaHUS 06 OTKPbITUM aKy-
LUEPCKMX KOEK MPU BOMCKOBLIX 60/IbHULLAaX, 06CAYKMBaBLINX
KazayectBo. O6wWmMm lMpucytctBueM TepcKoro o6aacTHOro
npaBneHnsa 5 HoA6pa 1910 r. 6bI10 NPUHATO XOAaTaNUCTBO
nepes Ha4yanbCTBOM 006 OTKPbITUM [ABYX MPUEMHbIX NMOKOEB
B cTaHuuax [MpoxnagHon n Kypckol ¢ Ha3HayYeHWem ABYX
Bpayen M ogHOro denbiliepa, a TakXKe BBeAeHUEe NATH
OO/MKHOCTEN aKylwepoK-denbiwepuy, U ABYX YY4aCTKOBbIX
denbawepos [21].

Ha Bce HaceneHue TepcKon obnacty B Hayvane 1911 r.
umenocb 56 nosBuBanbHbIx 6a6oK. Ha 20 500 Yyenosek npw-
xounacb ofHa nosuBasibHasa 6abkKa.

B 1913 r. B cno6oay Hanb4ynKk npubbiBaeT noBMBanbHas
6abkKa Nenarea HMkMdpopoBHa lNpeBannHckas. En HaunHa-
€T nomoraTb J04Yb ObiBLWEro Myibl Hanb4YMKCKOM rOPCKON
wKonbl Peppayc NnbsicoBHa CapoBa, paboTaBwas ¢ 1911 .
B KabapaMHCKOM MPUEMHOM MOKOE elle HHOM [eBYLIKOW
KaK cecTpa Munocepaus, noowpsieMas 3aBefylowmm npu-
€MHbIM MOKOeM.

B Hos6pe 1914 r. deppgayc obpallaeTcs C MPOLIEHU-
€M K HayanbHWKY OKpyra noanofikoBHUKYy C.K. Knuwoéuesy
1 BbIGOPHBIM OT KabapAMHCKOrO M FOPCKOrO Hapoaa C Npoch-
60#: «..4TOObl UMETb 60JIee OMNbiTa B HAYKe U B 3HAHUAX TaKKe
0643aHHOCTEN aKyLIEPKM U K TOMY XKe UMES XKeflaHWe NOoCTyNnuTb
Ha aKylWwepCcKne Kypehbl, ydpexaeHHble B Mockse nnn baky, HO
no CBOen KpanHen 6eHOCTH S HE UMEIO CPEACTB NOCTYNUTb Ha
3TU KypChbl, TpeByeTCa nnata, a Kypcbl 3T HEOOX0AMMO NMPOUTH
B TeyeHue roga. 1 Hageck, YTo 6laropoHble NPeACTaBUTENN
KabapAMHCKOro Hapofa He OTKaXXyT MHe B 3TOM CBATOM Jefie
NMOMOLLM CTpaxayliemMy CBOEMY Hapogy, a TeM 6onee B aKy-
LWePCKOM nepcoHane y Hac B Kabapge ouwyuiaetcsa 6onbluas
HyKaa. [pn 3TOM NpeACcTaBsAo CBUAETENLCTBO O CyXK6e Moewn
B KaGapanHckom npuemHoM nokoe. K cemy @. CapoBan.

Yepes 6 AgHEn CcocTosncs «MpUroBOp» OOBEPEHHbIX OT
BCEX CeNbCKMUX 06LwecTB bonblon n Manon Kabapabl 1 natu
conpeaenbHblX FTOPCKUX OOLLECTB, MO KOTOPOMY XUTENbHULE
cenenns AtaxkyknHo-3 ®epgayc CapoBoi 6b110 «aCCUrHOBaHO
Ha NPOXOXKAEHME roanyHbIX KypcoB 650 pybnen», 6o «noTped-
HOCTb B KaGapAnHKe-aKyllepKe, HECOMHEHHO, BENWUKaA, M YTO
OHa 6yAeT KparHe NonesHomn Ans Hapoaa TpyKeHuuen» [22].

OKoHuYMB Kypcbl B I. baky, ®epgayc UnbsicoBHa BHOBb
BO3BpallaeTcs B Hanbynk u npogomkaer pabortatb. OHa
CTana NepBOM aKyLWepKON U3 ropsHOK Hanb4nMKCKOro oKpyra.

B 1916 r. n3 npMemMHOro nNoKos yBosMnacb NOBUBasb-
Hasi 6abKa [enaresa [Mp)keBanuWHCKasa, obyy4aBluas Nepsyto
ropsiHKy-aKylepky ®epaayc CapoBy ocHoBam MoOBWBaJIbHO-
ro gena. Ha ee mecto 6bina nepeseneHa M3 MO3LOKCKOMo
oTaena Mapus YKonuuKas, KoTopylo B Aekabpe cmeHuna 13
CyH»uMHCKoro otaena EnvsaBeta Kpa6osel, [13].

Monutnyeckne cobbiTa B Poccun 1917 T KOCHYIUCb
N OKpauH POCCMMCKON MMMNEPUKU: MPUEMHbIN NOKOW B Hanb-
4yuMKe U penballepcKkre y4acTKM Ha TeEPPUTOPUM OKpyra npe-
KpaTuan CBOIO AEATENIbHOCTb, M HaKaHyHe OKTA6pbCKOWM
peBontoumm 1917 r. B Hanb4MKCKOM OKpyre MeauuMHCKas
cnyxk6a npaKTUYecKu oTcyTCTBOBaNa.

3AK/TIOMEHUE

B wuayyaembin nepuon (1882-1921) Ha TepputOopuun
Hanb4ynkcKoro okpyra TepcKkon 06nacTv NPaKTUYeCcKU OTCyT-
cTBoBana cnyxba oOxpaHbl 340pOBbs AeTen. B ycnoBusx
HechOpPMMUPOBAHHOM CUCTEMbI TOCYAapPCTBEHHOW MNOAAEPK-
KW no obecnevyeHuto MeauLMHCKOM MNOMOLLbIO [JETCKOro
HaceNleHUs OKpyra KOPEeHHbIe XUTeNn npuberann K ycnyram



npeacTtaBuUTENEN HapoAHOW MeauuuHbl. BbiCOKas aeTckas
3a60/71€BaEMOCTb M CMEPTHOCTb CTaln CNeACTBMEM HU3KO-
ro CoLMaNbHO-3KOHOMUWYECKOr0 YPOBHSA pasBUTUS 06/1acTH,
OTCYTCTBUS KBaNMPULMPOBAHHOIO MEAULIMHCKOro nepcoHa-
Nla — aKyllepoK, NoBMBabHbIX 6a60oK, Bpayen. MeanuuHCKas
MOMOLLb HaceNeHuo CBoAMNach K OCNOMPUBUBAHMUIO, OAHAKO
ocna, TaK e KaK W xonepa, Manspus, octaBanacb CeEpbe3HOMN
Yrpo30# Ans KU3HU 1 300POBbS AETEW, B TOM YMUCNE B CBA3M
C HEXeNaHUEM ropLEeB MCMONb30BaTh BaKLIMHbI «FypPOB».

CTpyKTypa AETCKOWN CMEPTHOCTU U 3ab60/1IeBaeMOCTH CBU-
[eTenbCTBOBana O HejocTaTkax B paboTe CNny»KObl OXpaHbl
3[0p0BbsA AeTew, HexBaTKe KBanMbULMPOBAHHOIMO Meau-
LIMHCKOrO nepcoHana, OTCYTCTBUWM Nle4eOHbIX YYPEXOAEHUN,
HeJoBEPUM MECTHOrO HaceNeHus K NpoBOAMMbIM MPOTUBO-
3NUAEMUYECKMM MEPOMPUSATUAM — BCE 3TO HE MO3BONSNO0
YAYYLWKUTb MOKa3aTenun 4eTCKOro 340P0BbS.

B nepuopg ¢ 1917 no 2021 r. MeauuMHCKas cnyx6a
B Hanb4YMKCKOM OKpyre aKTU4YecKM npekpatuna CBOIKO
LEeATeNbHOCTb.

N3ydyeHne matepuanoB LieHTpanbHOro rocyaapCTBEHHOro
apxuBa KabapanHo-bankapckon Pecnybanku no3sonunno Bee-
CTW B Hay4HblM 060POT MMEHA MEePBbIX MEAULMHCKMX paboT-
HWMKOB, OCYLLECTBASABLUMX aKYLIEPCKYID W MeanaTtpuyeckyto
NnoMoLb HaceneHuto Hanb4nMKCcKoro okpyra Tepckon o61acTu.

UCTOYHUK ®UHAHCUPOBAHUA

MccnenoBaHve BbIMOAHEHO Npy GUHAHCOBOW NOALEPKKE
BHyTpeHHero rpaHta KBI'Y um. X.M. Bep6ekoBa (Zorosop
N2 2 o1 09.07.2024).
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[leTcKue poma u MmeAMKoO-coLMaJibHOe
CONnpoBOXAeHUue aeten Bo Bpema Benukoun
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B ctatbe npeactaBieHbl pe3yibTaTbl UCTOPHUKO-MEANLIMHCKOro MCC1eA0BaHMUsl, OCHOBaHHOIO Ha apXMBHbIX 1 IMTepaTypHbIX
WUCTOYHMKaxX M OTpa’Kalollero COCTOSIHWE AETCKUX AOMOB M MEAMKO-COLMaabHOIO COMPOBOXAEHMS AETel, OKa3aBLuMXcs
B TPYAHOM KM3HEHHOM CUTyaLIMU U coLMaibHO OMacHOM MoJIOKEeHUM BO BpeMs Benunkon OTe4eCcTBEHHOM BOHMHbI 1 B riocie-
BoeHHoe aecsitunetne (1941-1956).

KnioyeBble cnoBa: feTCKUe JoMa, MEANKO-CoLMaibHOE CONnpPoBoOXaAeHUe, Bennkas OTeyecTBeHHas BovHa (1941-1945),
riocsieBoeHHoe gecsitnnetve (1946-1956)

Ansa untuposanus: Lep C.A., Anbbuukun B.HO. [leTckne aoma M MeauKo-coumanbHOe CONpPOBOXAEHUE AETEN BO BpeEMS
Benukon OTeyecTBEHHOW BOWHbI U B MocneBOeHHoe gecatunetve (1941-1956). Bornpocbl COBPEMEHHON neanaTpumn.
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B cooTBeTCTBMM C MAEONOrMYECKUMIU OCHOBAMMK COBET-
CKOro 3apaBoOXpaHeHNs rocyaapcTBO BO3/larano Ha cebs
OTBETCTBEHHOCTb KaK 3a OXxpaHy 3/10pOBbs [eTel, TaK
M 3a UX couMasbHble NpaBa, NOCKOJIbKY 60pbba 3a CHUKe-
HUWE AEeTCKOM 3ab60NeBaEMOCTM U CMEPTHOCTM BO MHOIOM
onpeaenseTcs He ToNIbKO 3PHEKTUBHOCTbIO MEAULIMHCKOIO
obecneyeHusi, HO U coLManbHO-NPaBOBOW, a TaKKe maTe-
puanbHON noaaep»kon. B roabl Benvkon OTevyecTBEHHOM
BOWHbI U B MOC/NEBOEHHOE AEeCATUNIETUE MEeAUKO-CoLManb-
Has MOMOLLb AeTaAM, ocTaBluMMcs 6e3 nonevyeHus poauTe-
nen, npuobpena 0coboe 3HaYEHME.

Llenbto nccneaoBaHus SBASSIUCb M3YYEHWE COCTOSHUSA
[IETCKMX IOMOB BO Bpemsl Bennkon OTe4ecTBEHHOW BOMHbI
M B MOC/IEBOEHHOE AecATUNETUE U OLEeHKa 3PDEKTUBHO-
CTM MeOMKO-COoLManbHOM NOMOLLM, KOTopas Oblla OKal3aHa
[OeTsM KaK Hanbosiee ya3BMMOM M 6e33alUUTHON KaTeropum
HacefneHns, OKa3aBlUEeNCsa B TPYAHOM XU3HEHHOW CUTyaLUK
M COLMaNbHO OMACHOM MOJIOKEHUM.

Stella A. Sher, Valery Yu. Albitskiy

MpoBeaeHHOe UCTOPUKO-MEAULIMHCKOE UccneaoBaHue,
OCHOBAHHOE Ha WM3YyYEeHWU apXMBHbIX JOKYMEHTOB WU NUTe-
paTypHbIX MCTOYHWKOB, MOKa3asno, YTO YC/OBUS TAMKENOro
BOEHHOIro W MOCNEBOEHHOr0 Mepuoaa, KoTopble npuBe-
M K 060CTpeHuto npobnembl 6€3HaA30PHOCTH, MOCTaBU-
NV nepep nNpaBWUTENbCTBOM, PYKOBOAWUTENSIMU OETCKOro
3[paBOOXPaHEHNSs, neavaTpamMu, OopraHaMu couunanbHOM
3allMTbl OTBETCTBEHHbIE 3adayu MO OpraHuM3auuu Meau-
KO-COLMaNnbHOM MOMOLIM AETSM, OKa3aBLIMMCA B TPYAHOM
MU3HEHHOW CUTYaLIMM U COLIMAbHO OMAacHOM MOJIOXKEHMWM.

HecmoTpsl Ha TaXKenenwee BOEHHOE M COLManbHO-3KO-
HOMMYECKOE NONOXKEHWE, MPaBUTENLCTBO NPOSABAAN0 3a60-
TY O 3J0POBbE W }WU3HU COTEH ThICHY OCMPOTEBLLNX BO Bpe-
M$1 BOMHbI AeTen, NOTEPSABLUMX KUIULLE U CEMbU. ITO ObIIN
[IeTW, KaK NPOXKMBaBLUME Ha TEPPUTOPUAX, OCBOBOKIEHHbIX
OT GAalUMCTCKMX OKKYMaHTOB, TaKk WM 3BaKyMpoOBaHHbIE Ha
BOCTOK CTpaHbl. C Ha4yana BOWHbI U A0 Masa 1943 r. cBA3b
¢ poautensamu notepsanun 6onee 190 Toic. aeTen. B 60pbbe
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C AEeTCKOM 6e3Haf30pHOCTbI0 co3[aBanacb CETb AEeTNPUEM-
HUKOB ¥ aeTaomoB [1].

YuuTbiBas CMOMXHYKO CUTyalLMIo, B COOTBETCTBUM ¢ [locTa-
HoBneHnem CosHapkoma CCCP N2 75 ot 23 gHBaps 1942 r.
«06 ycTpowcTBe AeTew, ocTaBluMxca 6e3 poauTenen» HapoaHbIN
Komuccap 3apaBooxpaHeHuss CCCP LA. MuTepeB noanucan
27 aHBaps 1942 r. npuKas, CornacHo KOTOPOMY HapKoMam
30PaBO0OXPaHEHUS COMO3HbIX pecny6auK cnefoBano opraHu-
30BaTb MPU MECTHbIX MCMOIKOMAX KOMMUCCUM MO YCTPOMCTBY
[eTen, ocTaBliMxcs 6e3 poauTenew; obecneynTb Npuem aeten
[0 Tpex NeT B AETCKME Y4YpeXKAeHUs CUCTEMbl 34paBoOXpa-
HEHMS UM Ha MNaTpOHMpPOBaHWe; 0653aTb [0CyAapCTBEHHYIO
caHuTapHyto nHcnekuuio (FTCU) yeunuTb KOHTPOb Hag NpueMm-
HUKaMU-pacnpegenutenamu ansa geten [2].

OAHaKO yKa3aHHble AMPEKTUBbLI BbINOMHAINCE AaneKo
He Be3ae 1 He Bcerga npuemnemo. Oco6eHHO 3TO Kacanocb
KanuHuHckom (cenvyac — TBepcKas obnacTb), MonOTOBCKOM
(cenyac — [llepmcKass o6nactb), MpKyTCKOW, MiBaHOBCKOM,
PasaHckon, Tamb6oBcKkon obnacten, Tatapckon ACCP (cen-
yac — PecnybnuKa TatapcTtaH), rae KOMUCCUK N0 YCTPOWCTBY
[leTeN, ocTaBLMXCA 6€3 poanTenew, He BbIMONHANM AOSIKHbIM
o6pa3omM CBOM 0683aHHOCTHU, He obecneynBanun yy4et bec-
NPU30pPHbIX AETEN, HE pa3BepPTbiBaNM CETb MPUEMHUKOB-PAc-
npenenutenen. FCY HeaocTaToO4YHO KOHTpoONMpoBana pabdo-
Ty NPUEMHUKOB-pacnpeaen1tenen, 4acto HaxoAauBLUMXCS
B HEY0BNETBOPUTENbHOM CaHWTapHOM COCTOSIHMM. OpraHbl
34paBoOXpaHeHna n 06pa3oBaHUsA HeEpPeaKo He npoBeps-
NI YCNOBUSA XM3HW MATPOHUPOBAHHbIX U TPYAOYCTPOEHHbIX
faetewn, cobnogenune nx npas [3].

YyuTbiBas OTCYTCTBUE B psje obnacten U ropoos nogoda-
fOLLLero NPaKTUYECKOro peleHns NpobnemM, OTpaXKEeHHbIX B YKa-
3aHHbIX JOKYMeHTaX, 25 Hoa6psa 1942 r. CoBHapkoMm PCHCP
npuHaAn ewe oaHo lNoctaHoBneHne, N2 865 «O BbIMOAHEHUM
MoctraHoBneHns CHK CCCP N2 75 «06 ycTpoictBe paeten,
ocTaBlumxcs 6e3 poautenen». B aekabpe 1942 r. MecCTHble
MCMONKOMbI U COBHAPKOMbI ONpeaennaun 3agayv no yeuneHuio
MEpPONPUATUIA C LieNbio BbISBAEHUS M y4eTa 6eCcrnpu30pHbIX
[ETEN; MO YAYHLWEHUIO KOHTPONSA YCNOBUI XW3HM YCbIHOBNEH-
HbIX, NAaTPOHUPOBAHHbIX 1 TPYAOYCTPOEHHbIX AETEN; N0 pa3Bep-
TbIBAHMIO LUIMPOKOW CETU NPUEMHUKOB-pacnpeaenvTenen; Bee-
[IEHMIO B LUTATbl OTAE/I0B HAapOAHOro 06pa30BaHUS AOMKHOCTH
MHCMEKTOPa No NaTPOHMPOBAHWMIO, OMEKE W YCbIHOBMEHMIO [3].

C uenblo NTMKBUAALMN OETCKOM 6ECNPU30PHOCTU U Bes-
Ha30pHOCTM B 6/10KaAHOM JIeHMHrpage opraHbl MUAMLMK
co3[aBaNu crneuuasnbHble NaTpyv, KOTopble 3afepruBanu
Bcex Ageten 6e3 poauTener Ha pbiHKax, Ha yauuax nocne
21 Yaca v onepaTMBHO pellany BOMNPOChbl MX HanpaBfeHus
B MpUeMHUKK-pacnpegenutenn. fNocne ocmotpa M KapaH-
TMHa fAeTer Mfajwero Bo3pacta OTMNpaBnsav B AETCKMe
JoMa, ctapwe 14 netr — B PeMEC/EHHbIE Y4unuLLa WK
Ha npon3BoacTBo. O MacwTabax AEeSTENbHOCTU KOMWMCCUM
JleHnHrpaga n obnactn CBMAETENLCTBYIOT cneayoume umd-
pbl: 32 1944 r. ¢ yauL U U3 OpYrux OBGLECTBEHHbIX MeCT
n3bsANM 66 629 6ecnpu3opHbIX N 6e3HaA30PHLIX AeTen [4].

B YyBalwckon ACCP B 1942 r. Komuccua Hanpasuna
164 6ecnpu30pHbIX pebeHKa a0 15 neT B AeTCKMUE NPUEMHUKNU-
pacnpeaenuTenu, pacnosioxeHHble B He6oKcapax, B KaHalie
n AnaTtbipe, 234 nofpocTKa 6bInv TPYAOYCTPOEHbI [5].

B r. TopbKoM, ABASABLIEMCS KPYMHbIM 3BaKyalLMOHHbIM
LIeHTpOM, a TaKkXe B [opbKOBCKOW o06nacth B 1943 r. 6naro-
naps pabote co3aaHHbIX 061aCTHOW, FOPOACKOM U PAMOHHbIX
KOMMWCCHUM MO YCTPOWCTBY AETEN, POAUTENN KOTOPbIX MOrM6N
Ha GPOHTE UM BO BPEMS BPAXKECKMX aBMAHANETOB, OTKPbI-
nm 114 petckux gomoB Ha 10 125 peten v AETCKUK AOM
caHaTopHoro TMna Ha 180 MecT Ans ManeHbKUX NauneHToB
c Ty6epKynesom. Takke B [OpbKOM M 06nacT opraHuso-
BblBa/ICb AETCKME MHTEPHaTbl M JEeTCKMEe JOomMa AHEBHOro
npe6biBaHUS A9 AeTEN, YbW MaTEPU TPYAUIUCL Ha 3aBodax

1 dabpuKax € yTpa OO0 no3gHero Bevyepa. Kpome Toro, Ha
npoTtskeHun 1943 r. yepe3 [OpbKOBCKUM 06n13apaBOTAEN
W pan3apaBoTaenbl XUTENN ropoda ycbiHOBUAK 432 pebekr-
Ka, B35 noj oneky 1186 aetewn, nog natpoHaT — 1176 [6].

K KoHLy nepBoro nepuoga Benvkon OTe4ecTBEHHOM BOWM-
Hbl B CCCP HacuyuTbiBanocb 4370 AETCKUX AOMOB, B KOTOPbIX
Haxoaunucb 688 750 BOCNMTaHHMKOB. HecMoTps Ha pacluu-
pEeHWE CETU AETCKMUX YHPEKAEHNI MOCTOSSHHOMO NPOXKMBAHMS,
MECT B HMX BCE paBHO He xBaTasno [7].

MNMocne Benukon OtevectBeHHOM BoWHbl B CCCP 6bi10
OpraHn3oBaHo cBbille 650 AETCKMX AOMOB, B KOTOPbIX BOC-
nuTbiBanucb 6onee 600 Tbic. aeTen-cupot, B PCOCP — oko-
no 400 Tbic. geten [8].

Mo naHHbIM oTAeNna No 60pb6e € AETCKOM 6ECNPU30PHOCTLIO
n 6e3Haa3opHoctbio MBL, CCCP, nocne BOWHbI YMCNO AETEW-
CUPOT yBENUUYMNOCh C 46% B 19451. 00 53% B 1947 .B 1948 .
YUCNEHHOCTb [E€TEW, NMULIMBLLMXCS poAMTENEN U noaiexaBLlmx
yyeTy B LleHTpanbHOM afpecHo-CnpaBoOYHOM AETCKOM CcTone,
cocTtaBfana okono 2,5 MiH. PocT uncna 6ecnpu3opHbIx aeTen
06DBACHACA HE TOIbKO BOMHOM, HO M FO/I0A0M, pa3pa3vBLIMM-
cs B 0TAeNbHbIX pernoHax CCCP B 1946-1947 rr. [9].

BcnenctBue CnoXUBLUEMCH CUTyauuW B MOC/AEBOEHHbIE
roabl 3Ha4MTENIbHO BO3pOCaa MOTPEBGHOCTb B YUYPEKAEHMAX
AN9 OCUPOTEBLUMX M NOTEPSBLUMX poauTenen aetein. B goma
pebeHKa, NpuHagnexaslme segomctsy MMHUCTEPCTBa 3apa-
BOOXpaHeHus, NPUHMManu aeten B Bo3pacte Ao 3 net. B gert-
CKWe AoMa, OTHOCMBLLMECS K BeoMCTBY MuUHUCTEpCTBA Npo-
CBELLEHUS, HaNpaBnsnu AeTer AOWKOMbHOMO M LIKOMbHOIO
Bo3pacTa. CucTeMa BOCNUTAHUS B HUX Oblna HanpasfeHa Ha
dbopmMHpoBaHNe 340POBLIX AETEN, NPaBUIbHO MOATOTOB/IEH-
HbIX K MPOM3BOACTBEHHOW M O6LIECTBEHHON AESATEeNbHOCTHU.
B cucteme MwuH3apaBa GyHKUMOHMPOBaNM TaKKe nedveb-
Hble JoMa pebeHKa U neyebHble AeTCKMe aoma, [onoxeHve
0 KOTOpbIX ele BO BpeMsa Benvkon OTe4ecTBEHHOW BOWHBI,
14 pnekabpsa 1944 r. nognucana 3aMecTuTeNb HapKoMa 3apa-
BooxpaHeHns CCCP M.[. KoBpuruHa. Jle4ebHble foma pebeH-
Ka SBASIUCH «YYPEKAEHUAMMU ANF NEYEHUS M BOCMUTaHMA
neten 1-5 net, He noanexaslUMX MO COCTOSIHUIO 340POBbA
NMOMELLEHHIO B 10M pebeHKa 06bIYHOIo TUNa: AeTEN C HEPBHO-
NCUXUYECKMMU 3ab0NEBAHUAMMU, TNYOOKUMU PaCCTPONCTBaAMM
peyu, rMyXoHEMBIX, CNenblX, C BPOXKAEHHbIM WU NPUOBPETEH-
HbIM KaneyecTtBOM». [10 AOCTUMKEHUM NATUNETHEr0 BO3pacTta
€TV NepeBoaMINCh B e4ebHble AeTCKUe aoMa [B].

B nocnesoeHHbi nepuoa CoBHapkom CCCP, HapKomarthl
3apaBooxpaHeHma CCCP n PCHOCP ana obecneyvyeHus Hop-
MaTUBHO-NPaBoBOV 6a30M AeTeN, HAXOAMBLUMUXCA B TPYLHOM
MU3HEHHON CUTyauuW, NPUHAAW Psg Mep MO WUX MeauKo-
coLManbHOMY COMPOBOXKAEHMIO.

7 wiong 1946 r. MuHu3gpas CCCP noarotoBun crnpaBKy
«0 caHMTapHOM COCTOSIHUWM WU MEAMLIMHCKOM OBGCNYKMBaHWMU
[ETCKMX JOMOB», B KOTOPOW Gblfia AaHa oLeHKa paboTbl AeT-
CKMX AOMOB, PaCMO/IOXKEHHbIX Ha TeppuTopun 39 obnacten
PCOCP. O6¢cnenoBaHve OeTAOMOB NPOBOAMIM NPEACTaBUTENN
MwuH3gpaBa CCCP u 'CHN. B cooTBeTCTBUM C pe3ynbrataMmu
npoBepKK, Ha 1 uiona 1946 r. B 06¢CneaoBaHHbIX perMoHax
HacuuTbiBanocb 2114 aetaomMoB, B KOTOPbIX BOCMUTbIBAIUCh
215914 peten, n 44 ne4ebHbIX AETCKMX JoMa Ha 2905 geTen.
MHcneKTMpoBaHMe OETCKMX AOMOB MOKasasno, YTo OHW Obln
ob6ecrneyeHbl Bpayamu Ha 68% 1 cpeaHnM MeanepcoHanom Ha
100%. YooBneTBOPUTENbHO BblIM YKOMMAEKTOBaHb! Bpavyamu
[eTcKkune goMa B BopoHerkckon, Omckon o6nactax, CapaTose,
PocTtoBe-Ha-loHy, CeBepo-OcetnHckon ACCP, HepocTaTou-
HO — B MonoToBcKo#n, TiomeHcKomn, MpKyTCcKon, YenssbuHcKon
obnactax, Antanckom, KpacHosipckom, lMpumopckom, Xaba-
pPOBCKOM Kpasx, bawkupckon, Yamyptckon n Axkytckon ACCP.
MeacecTpbl paboTanM B AEeTAOMax exeaHeBHO, Bpayn —
2-3 pa3a B Hefeno B ropogax, B CENbCKOW MECTHOCTU —
1-2 pasa B MecsL, uium no Bbi3osy [10].
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Bcem BocnuTaHHMKaMm BbINOAHAAM NPOodUIaKTUYECKUE
npMBUBKKU. JleTom 1946 r. AeTu oTabIXxain B MUOHEPCKMUX
narepsix, caHaTopusix, JIECHbIX LLKOMax, Ha fJadvax, rae npo-
BOAMMINCH 03[0POBUTENbHbIE MeponpuaTus, darvposa-
HWE MPOTUB [AM3EHTEPUM [ETAM M MNepcoHany AeTAOMOB.
BocnuTaHHUMKKM nonyvyanu TpexpasoBoe MUTaHWe, XOTS OHO
6b1N10 0gHO06Pa3HOE, HU3KOKanopuHoe [11].

MHcneKkTupoBaHWe AETCKMX AJOMOB BbIIBUIO 3HAYUTENb-
Hble U3bsIHbI B UX paboTe. [leTCKMe foMa HyK/Aanucb B Kanu-
TaNbHOM PEMOHTE, HOBOM OCHalleHWU, AEeTCKOM mebenu,
oTMeYancsa aeduumnT ogexabl 1 06yBu. MHCNEKTOpPbl 06Hapy-
WUAW HEYLOBNETBOPUTENIbHOE CaHUTApPHOE COCTOsiHWE AeT-
[JOMOB, UX 3Ha4uTeNbHOE MepeynioTHEHME, HeAOCTaTOYHOEe
obecrneyeHne GaHAMM, MpPavYeyYHbIMKU, NPeaMETAMMU TUMYHOM
rMrMeHbl. Bo MHOrMX getaomax oTcyTCTBOBaNv MeauLIMHCKUE
M30NATOPbI, KAapaHTUHHbIE rpynnbl. Hepeako Bpayn, 0co6eH-
HO COBMECTUTENN, He cobntoganu rpadumK noceleHns aeTao-
MOB, He4O6POCOBECTHO OTHOCUINC K CBOMM [OJSIKHOCTHBIM
06583aHHOCTAM, HE NPOBOAMIM YH4ET GU3NYECKOTr0 Pa3BUTUS
[EeTeN U COCTOSIHUS WX 340pOBbSA. MeacecTpbl, HEPEAKO He
MMes OOCTaTOYHOM KBanudbuKauuu, pabotann 6e3 Bpayeob-
HOro KoHTtpons [10].

Pe3ynbTaTomM CKy4EeHHOCTWM AETEW, HapYyLIEHUs caHuTap-
HbIX HOPM, HEPETYNSPHOrO NPOBEAEHNS TUTMEHNYECKMX NPO-
Leayp 1 0340POBUTENbHbBIX MEPOMPUATUI ABNSNACH BbICOKas
3a601€BaeMOCTb OCTPbIMWU PECMIMPATOPHLIMU MHOEKUMAMM,
NMHEBMOHMEN, HYECOTKOMU, TPUXODUTUEN, TPAXOMOW, a TaKKe
KOpblO, KOK/IOWEM, CKapaaTMHON, AM3EeHTEepPUENR. 3advacTyto
cpeau 3[0pPOBbIX BOCMUTAHHWMKOB AETAOMOB WHCMEKTOPbI
BbISIBAIAIM GONbHbLIX C OTKPbITbIMU dopmamu TybepKynesa
NIErKUX, KOTOPbIX CBOEBPEMEHHO HE rOCMUTaNM3MpPoBau
B cneumann3npoBaHHble nevebHble yupexaerus [10, 11].

C uenblo ynyyweHus MeaMKOo-CaHUTapHOro o6ceny-
YWBaAHUSA BOCMWTAHHWMKOB AeTaomMoB 3 fgekabps 1946 r.
MuHuctepctBo 3apaBooxpaHeHns PCPCP coBMecCTHO
¢ MuHuctepctBoM npocselleHnss PCOPCP unspgano Mpukas
N2 957/607-0 «O6 yny4yWweHUW CaHUTApPHOrO COCTOSHMUSA
M MEOULIMHCKOIO OBGCNYXMBaHUS AETCKMX AOMOB», B COOT-
BETCTBMM C KOTOPbIM MECTHbIM OpraHam 3paBOOXpaHeHus
M HapoaHoro obpa3oBaHMA B MECSAYHbIM CPOK cneaoBaso
NPOBECTU LENbIN PAL HEOTIOXHbLIX MEPONPUATUI. naH aen-
CTBUI BKJIIOYaN IMKBUAALMIO CKYYEHHOCTU BOCMUTAHHUKOB;
3anpeT npuvema aeTen cBepx YCTaHOBJIEHHOW HOPMbI; HaBe-
[leHVe B JeTaomax AOIKHOM0 caHUTapHOro nopsiaka, oéecne-
YyeHue HeaocTaLWwmnm 060pya0BaHMEM U MHBEHTAPEM; opra-
HU3aLMI0O BO BCEX AETAOMAaX KapaHTUHHbIX FPynn Aas BHOBb
nocTynatoumMx BOCMMTAHHUKOB; OTKPbITUE MEANLIMHCKUX U30-
NATOPOB, 06ecneyeHne yxoaa 3a AETbMU B HUX; HEYKIIOHHOE
BbINO/IHEHWE CaHUTAPHOro perKmnma, obecrnevyeHne HeobXxo-
OMMbIX YCIOBWUW A1 COBMIOAEHUS IMYHOW TUTMEHbI; OpraHu-
3aumio Npu getaoMax GaHHO-MPayYeyHoro O6CMYKMBaAHUS,
PErynsapHoro cHabeHus MbloM, Ae3Kamep; pa3BepTbiBa-
HWEe CcaHaTOPHbIX AETCKMX [OMOB; NPOBeAeHMEe CeMWHapOoB
4NS AMPEKTOPOB M BOCNUTaTeNen no BOMpPOcaM TMIUEHbI
neTen u npodunakTnke MHOEKLMOHHbIX 3aboneBaHni [12].

Peanusauus paspaboTaHHbIX Mep N03BOAUNIA HECKOIbKO
YAYHWWUTb MEAULIMHCKOE OGC/IYKMBaAHWE B [ETCKUX [JOMax.
Ha ocHoBaHuu [locTaHoBneHusa CoseTta MuHucTpoB CCCP
N2 824 «O Mepax MNo JanbHenlemy yaydleHuto paboThbl
[IEeTCKMX fomMoB» oT 24 deBpans 1949 r. MUHUCTP 34paBo-
oxpaHeHusa CCCP E.N. CMUpPHOB M PYyKOBOAWUTENN OpPraHoB
3[1paBOOXPaHEHNS Ha MecTax MPOBEU PSA MEPOMNPUATUIA NO
COBEPLUEHCTBOBAHMNIO MEAMLIMHCKOrO 06CNyXMBaHWUSA BOC-
NMUTAHHWKOB AETCKMX AoMoB. B TeueHne 1949-1950 rr.
3HaYUTENIbHOE YMCNO AETAOMOB YKOMIMIEKTOBAIM Bpayamu,
denbilepamu, opraHndoBanu Ha Mectax NPodOCMOTPbLI
Cc npusneyeHnem ¢GTU3MATPOB, AEPMATONOrOB-BEHEPONO-
roB, OKY/IMCTOB M [PYruX CneLuannctoB, YTO JaBafio BOS3-

MOXHOCTb BbISIBNIATb GO0/IbHbIX C TPaxoMOW, FPUOKOBbIMMU
3a60/1eBaAHUSIMMN KOXM, OTKPbITbIMKU dopMamu Ty6epKynesa.
3Ha4YnTENbHYIO YacCTb BbISIBIEHHbIX GOMbHbIX, HYX/AABLUIMXCS
B M30/19LMK U NEeYEHUU, CTann rocnmTanm3anpoBaTthb B 1e4e6-
Hble YYPEXAEHUS MU CNeLnanbHO BblAeNeHHble NeYebHble
getgoma. bonbHbIM AETAM C OTKpbITbIMKM dopmamu Ty6ep-
Kynesa npepoctaBnsnn GecnnaTHble MyTEBKM B MECTHble
NPOTUBOTYGEPKYNE3HbIE CaHaTopuu. MpuUHATbIE Mepbl Mo
YAYHWEHWIO MEULIMHCKOrO COMPOBOMXAEHWS MOBAWUANW Ha
CHUXeHue 3aboneBaemocTu [12].

HecmoTpa Ha ynydylieHue cuTyaumu, B paboTe AETCKMUX
[OMOB OTMeYanucb HepocTaTku. B TeyeHue psiga ner MuH-
3apaB CCCP He nonyyan HMKaKon MeAMLIMHCKOWM OTYETHOCTHU
0 3a60MeBlWMX BOCMUTaHHWKax AETAOMOB. TONIbKO B KOHLE
1950 r. LleHTpanbHOe cTaTMCTMYECKOoe ynpasBfieHue [ano
cornacue Ha yTBepXAeHWe eXxeKBapTanbHOro oT4eTa AeTCKO-
ro Bpaya AeTAoMa, Ha rocnuTanusdauuio 3abofeBlumx BOC-
MUTAaHHUKOB, YTO MO3BOINMO YAYHLWNTL MEAULMHCKOE 06Cny-
YXMBaHWe BOCMUTAHHUKOB 1 CHU3WUTb 3aboneBaemMocTb [12].

HeB3u1pas Ha MMEBLLYIO MECTO TEHAEHLIMIO K MONOXKUTENb-
HOW AMHaMWKe, WHCMEKLUMs, HanpasBfiieHHas MuH3apaBoM
CCCP B KoHue 1950 r. B peruoHbl, BbiiBUAA BO MHOMMX
[eTaomMax psaf CaHUTapHO-TMIMEHUYECKUX HaPYLLIEHWUI: coxpa-
HABLUYIOCA CKYYEHHOCTb AEeTeW, OTCYTCTBME YMbIBaNbHbIX
KOMHaT, 6aHb, M3019T0pPoB. OCHOBbLIBAACL Ha MONYYEHHbIX
[lOKa3aTeNbCTBaX MPOAOIKABLUMXCA HapylweHuin, MuH3apaB
CCCP yrtBepaun nnaH npoaneHus peanusauuu [lpukasza
«0 mepax no ganbHenwemy ynyylweHuio paboTbl AETCKUX
[IOMOB»: COBEPLIEHCTBOBAHME MEAMLMHCKON MOMOLLM BOCMU-
TaHHMKaM, obecrneyeHne NOCTOSHHbIMU Bpayamu, 0CO6EHHO
CeNbCKMX AETAOMOB, YBEIMYEHNE UX MaTepuanbHoro obecne-
YeHUs, YMEHbLUEHWE NepPerpyKEeHHOCTN AETCKUX AoMOB [12].

B 1950-x rr. cuTyaumusi ¢ AETCKUMM OMaMM CTana MeHsATb-
cs. Bo-nepBbIx, HECMOTPS Ha TSAXenble NoCNeBOEHHbIE TOAbl,
COTHM TbiCAY Nogen 6panv AeTen-CMpOoT Ha BOCNUTaHue
B ceMbM. B 1953 1. B PCPCP yncno Takmnx netem yBenninnoch
0o 73,4%. Bo-BTOPbIX, UBMEHUACA KOHTUHIEHT BOCMUTAHHU-
KOB aeTaoMoB. [pexae Bcero a1o 6biin AeTM MaTepen-oanHo-
YeK, a TaKKe poauTenew, He CNOCOGHLIX COAEPKaTb U BOCMU-
TbiBaTb AE€TEN BCNEACTBUE HyXKAbl, 60N1e3HEeN, NHBANNLHOCTH
M amopanbHoro noseaeHus. KonnyectBo AeTeN-CUPOT 3HAYM-
TeNbHO YMEHbLUIMAOCh, ¥ OHW CTafM COCTaBNATb OKONo 9% OT
BCEX BOCMWTAHHUKOB AETAOMOB. B-TpeTbuX, UMen 3HayveHue
BpemMeHHon dakTop. K cepeavHe 1950-x rr. AeTM BOWHbI
NMOB3POCNENIM U HE HYX[anuCb B COAEPXaHWM B AETAOMax.
B pesynbraTte KOMYecTBO AETCKUX JOMOB COKpaTHioch [8].

Mo nunumatmee H.C. XpyuieBa, Koraa 15 ceHTabpa 1956 .
LUK KMCC n CoBeT MuHucTpoB CCCP npuHanu MNMoctaHoBneHne
N2 1289 «O6 opraHn3aLmm WKON-UHTEPHATOB», BO BCEX COKO3-
HbIX pecrny6anKax Havanacb KamMnaHus Mo CO3AaHWUI0 U pas-
BUTUIO CETU LWKOA-MHTEpHaTOB. Mo MHeHuto H.C. XpyuieBa,
rocyaapcTBO [JO/MKHO Obl/I0 3aHMMATbCA BOCMUTAHWEM OeTewn
C POXAEHUS, YTOObI PE6EHOK MO MPOMTU CUCTEMY BOCMUTAHMSA
4yepes ACNU, AETCKUIM caf U LKONY C LieNbio NOATOTOBKM 340P0-
BOro YenoBeKa Ans 6yayuiero KOMMyHUCTMYECKOro obLiecTsa.
CornacHo MocTaHOBEHWIO, B WKOSbI-MHTEPHATLI MPUHUMAaNNUCh
[IETV OAMHOKMX MaTepen, MHBaNWAOB BOWMHbI U TPyaAa, CUPOThI,
[1€TU U3 ManoobecneyeHHbIX CEMEN, A5 BOCTIUTAHUS KOTOPbIX
OTCYTCTBOBaNN HEOGXOAUMbIE YCI0BUS B cembe [13]. 370 6bina
CBOEro poja yTonuyeckas coumanbHas naes M3bsaTus nogpac-
TaloWero NoKoNeHUs M3 HebAaronoayYHbIX KUANLLHO-ObITOBbIX
YCNOBWI 1 MOMELLLEHMS X MOZA OMEKy rocygapcTaa.

Taknm 06pa3om, HEB3UPAs Ha MHOIOYUC/EHHbIE TPya-
HOCTW, HEB3roAbl U UCMbITAHUA BOEHHOIO M NOCNEBOEHHOIO
BpemMeHn, COBETCKOMY rocyaapcTBY yAanocb co34aTb YCo-
BMS ANS CNACeHUs COTEH ThbICAY AeTer, OKa3aBLIMXCS B Tpya-
HOWM YXM3HEHHOW CUTyalLMWn M couManbHO ONacHOM MONoXKe-
HUW. YBENMYEHNE Yncna AETCKMX JOMOB BO Bpems Bennkown



OTevyecTBEHHOM BOWMHbI M HEMNOCPEACTBEHHO B MOCNEBOEH-
HbI Nepuoa SiBNANOCb BbIHYXXAEHHON Mepowr, 06yCnoBeH-
HOM POCTOM 4YMcna NOAKMUIbILLEN, CUPOT, MOTEPSIBLUMX CBOMUX
poautenen B rofbl BOMHbI. [0CyaapcTBY NPULLIAOCH YAENATb
60/bllOEe BHUMaHWE HOpPManM3aLun CaHUTaPHO-TMIUEHU-
YECKUX YCNOBMMK, B KOTOPbIX HaXoAWWCb BOCMUTAHHUKM,
YAYYIIEHNIO MEAMLMHCKOro O6CNYyXKMBaHWUS OaHHOW KaTe-
ropun peten, ux GuU3nM4ecKomy pas3BUTUIO, BOCMUTaHWUIO,
60pbbe C MHDEKLMOHHBIMK 3ab0NeBaHUI MU — B MNEPBYIO
oyepedb, C LENblO CHUMKEHWUS OETCKOM 3ab0/ieBaemMocCTH
W CMEPTHOCTM B 3aKPbITbIX AETCKUX YYperaeHus. Hecmotps
Ha yMeHblleHne Yucna 6e3HaA30pHbIX AeTEN U HEKOTOPOE
ynyyleHne MeauUMHCKOro 06CNyKMBaHUS [ETCKUX AOMOB,
B 1950-e rr. Tpe6oBanocb MNPOAOKEHUE HAMPAKEHHOM
paboTbl MO COBEPLIEHCTBOBAHWIO MEAMKO-COoLMabHOM
NOMOLLM OETCKOMY HacefneHuto cTpaHbl. HoBown dopmon
Me[MKO-COLManbHOM 3aliuTbl AeTer U3 HebnarononyyHbIx
cemen CTanu WKOMbl-MHTEPHATbI.
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YBeUTbl, acCoOLUMPOBaHHbLIE

C IOBEHUJ/IbHbIM UAUOMNATUYECKUM
aptputomMm. CoBpemMeHHoe COCTOSiHMue
npoo6saemMbl: BONMpPocCbl 3NUMAeMHUOJIOr UM,
natoreHe3sa v KIMHUKHU

KoHTaKTHas nHopmauus:

Mwuxann Muxarinosuy KocTuk, LOKTOP MeAMLMHCKUX HayK, Npodeccop Kadeapsl rocnutanbHon neguatpumn Grb0Y BO «CaHKT-MeTep6yprekui
rocyfapCTBEeHHbIN NeauaTpuyecKnit MeanLMHCKUI YHUBepeuTeT MuH3apasa Poccum

Anpec: 194100, CaHKT-MeTepbypr, yn. JInToBcKas, 4. 2, Ten.: +7 (812) 416-52-96, e-mail: kost-mikhail@yandex.ru

Cratbs noctynuna: 08.07.2024, npuHAaTta K neyatu: 16.12.2024

YBeut sBnseTcss Hambosee YacTblM BHECYCTaBHbIM MPOSIBJIEHUEM IOBEHW/IbHOro uauonatndyeckoro aptputa (IOUA) mn npu
OTCYTCTBUU aJ€KBATHOI0 JI€YEHMS MPUBOAMNT K PA3BUTHIO CEPLE3HbIX OCI0KHEHMI CO CTOPOHbI OPraHa 3PeHUs, TaKuX Kak
KaTapakTa, BTOPUYHas r/1ayKoma, OTC/10/Ka CETYaTKM, IEHTOBUAHAas ANCTPOGHS POoroBuLbl. Hainyne faHHOM naToaorum CHU-
JKaeT KayeCTBO KM3HM NaLMeHTOB M MOXKET MPMUBOANTL K 3HAYUTESIbHbIMU COLMaIbHO-9KOHOMMUYECKUMMU MOTEPSIM, KaK U3-3a
npsSIMbIX MEANLIMHCKMX 3aTpaT, Tak U 3a CYET NoTepPU TPYyAOCNOCOBHOCTH, MMOCKOJIbKY CIOCOBHO MoBJieYb 3a CO60M MOHYIO
roTepIo 3pPeHUs. YBEUTbl ETCKOro Bo3pacTta CcoCTaB/sAoT npumepHo 5-10% o1 yncna Bcex yBeUTOB B MONyasLUnn, 0gHaKo
WX YNCJI0 yBEIMYUBAETCS B MOCAEAHNE IOfbl. ITMOIOrUS 1 NaToreHe3 yBenTa, accoumnmnpoBaHHoro ¢ KOMA, octatoresi Hego-
CTaTO4YHO M3YYEHHbIMWU, HECMOTPS Ha AO0BOJIbHO M3BECTHYIO B3anMoCBs3b yBeuta ¢ FOUA. YBeuTbl y AeTer C/0XKHbI B AMar-
HOCTUKE B PYTUHHOM MNEeANATPUYECKOMN MPaKTUKE KaK U3-3a 0COBEHHOCTEN TeYeHus (6ecCUMITOMHOE/MaloCUMMITOMHOE),
TaK 1 Mo npu4YUHe CI0XKHOCTEN B BEPOAIbHON KOMMYHUKaLUUU n 06C/1eJO0BaHUM (JETHU paHHEro Bo3pacTa), YTo rpeacraB/sieT
CEPbE3HYI0 KIMHMYECKYI0 Npobaemy. B cTaTbe rpeacTaB/ieHbl COBPEMEHHbIE JaHHbIE, Kacalolynecs anuaemMmoorum, nato-
reHesa, KJIMHUYECKUX NMposiBAeHMN, TepMuHoaornn FOUA-accoummpoBaHHbIX YBEUTOB.

Knro4eBblie cnoBa: yBenT, OBEHU/IbHbIN UANONATUHECKUI apTPUT, MPUAOLMKIINT, NaHyBEUT, aHTUHYK/I€apHbIN GaKTop, aHTH-
reH HLA B27

Ansa yntupoBaHus: Axosnes A.A., HukutnHa T.H., Koctuk M.M. YBeuTbl, acCoOLMMPOBaAHHbIE C IOBEHWIbHBIM MAMONATHUYE-
CKMM apTpuToM. CoBpeMeHHOe CoCTosiHWE NpobaemMbl: BONPOChI aNUAEMMUONIONUK, NaToreHe3a U KNMHUKKU. Borpockl coBpe-
meHHo# negmnatpmmn. 2024;23(6):424-437. doi: https://doi.org/10.15690/vsp.v23i6.2832

BBEJEHME HUS, 0OBEONHSIOLNA HECKOIbKO FETEPOreHHbIX 3ab0/eBaHNH,
HOBEHUNbHbIN nanonaTuieckui aptpuT (KOUA) — ato Hanbo- [191 KOTOPbIX XapaKTepHbI cneaylolme obLimMe Kputepuu:
Nlee 4acToe XPOHWYecKoe BocnanutenbHoe 3a6oneBaHue cycTa- 1) NepcuUCTUpPYOLWMN apTPUT C MPOAOSIHKUTENbHOCTLIO
BoB Y aeten [1]. OMA npeactasnsieT co60M AMarHoO3 UCKIoYe- 6onee 6 Hep,

Alexandr A. Yakovley, Tatiana N. Nikitina, Mikhail M. Kostik
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Juvenile Idiopathic Arthritis Associated Uveitis. Current Status:
Epidemiology, Pathogenesis, and Clinical Issues

Uveitis is the most common extraarticular manifestation of juvenile idiopathic arthritis (JIA) and with no adequate management results
in serious eye complications such as cataracts, secondary glaucoma, retinal detachment, and linear corneal dystrophy. This pathology
reduces patients’ quality of life and can lead to significant social and economic losses, both due to direct health costs and due to
disability (total loss of sight). Childhood uveitis accounts for approximately 5-10% of all uveitis in global population, however their
prevalence has been increasing in recent years. The etiology and pathogenesis of JIA-associated uveitis remains poorly studied despite
the well-known correlation of uveitis with JIA. Uveitis in children is difficult to diagnose in routine pediatric practice, both due to its
course (asymptomatic/mild), and due to challenging verbal communication and examination (young children), which poses significant
clinical problem. This article presents current data on the epidemiology, pathogenesis, clinical manifestations, and terminology
of JIA-associated uveitis.
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2) BO3HWKHOBEHWE CUMMNTOMOB apTpuTa A0 [AOCTUKEHMUSN
16-neTHero Bo3pacra;

3) WCKIOYEHWE APYrnx NaTtonoruMm, CrnocoBHbIX Bbi3blBaTb
WU UMUTUPOBATb KIIMHUYECKWUE NPOABAEHUS apTpuTa.
YBeuT aBaserca Hanbonee 4acTblM BHECYCTaBHbIM Mpo-

asneHnem HOUA [2]. YBEUT — 3TO KOMMIEKCHbIN TEPMUH,

KOTOpbIN 06befnHAeT 6osiee 30 KIMHUYECKU pasnnyHbIX

BOCNaNIUTE/bHbIX COCTOSIHUM pasHbix cpef rnasa [2]. OH

onpegenseTcs Kak M301MpoBaHHOE BOCMaNeHne yBeasbHo-

ro TpaKTa, PacrosioXXeHHOro Mex/ay CeT4aTKON U HapyXHOM
060JI0YKON — CKJIEPOM M pPOroBULIEN. YBeanbHbIM TpaKT

BKNOYaeT B cebsi pagykKy, pecHU4Hoe Teno, CO6CTBEHHO

cocyamucTyto 060104Ky (xopuonaeto) [3—5]. B cBg3u ¢ aHa-

TOMUYECKON 6/IN30CTbI0 YBEWUT 3a4acTylo TPaKTyeTcs KaK

BOCMNaJieHWe He TONbKO CPEeAUMHHOM O06O0JSI0YKM rnasa, Ho

W NPUAEXKaLLMX CTPYKTYp — CeT4yaTKMW, 3pUTENbHOro HepBa,

CTEKJIOBMAHOIO Tena, ckiepbl [6]. YBEUT, aCCOLMMPOBAHHbIN

¢ HOMA, npeacraBnser cobon cepbesHylo nNpobremy B CBS-

31U C TPYAHOCTAMM AUArHOCTUKM [B], 4TO MOXKET NPUBOAUTL

K OC/IOXHEHWAM W MOCNEACTBUAM, YrpOXaloWmMM 3peEHMUIO,

BMIOTb 4O MOMHOW CNenoTbl U MHBanMAM3aLMKM B cryvae

No3Hero Havana unu otTcyTcTBusA aPdOEeKTUBHOM Tepanuu [7],

YTO, B CBOIO 0O4epenb, BeLeT K 3HaYUTeNbHbIM COLMaibHO-

3KOHOMMUYECKUMU NOTEPSIM — KaK M3-3a MPAMbIX MEAULMH-

CKMX 3aTpaT, TaK 1 3a CHET BINAHUS Ha Ka4eCTBO XU3HM [8].

K/NIACCUOUKALUA U KNTUHUYECKHUE

®OPMbl YBEUTOB

3tnmonorua yBeuToB pas3nuyHa. CornacHo Knaccuowu-
KaluW MeXAyHapoAHOM Trpynnbl MO WM3Y4YEHWUIO YBEWTOB

Ta6nuua 1. AHaToMMyecKas KnaccuburKkauus yBeuTtos [6]
Table 1. Uveitis anatomical classification [6]

(International Uveitis Study Group; IUSG) MX MOXHO pas-
JennTb Ha yBeWTbl HEMHODEKLMOHHOW NpUpoabl, UHPEKLU-
OHHOM NpMPOAbl U MacKapafHble CUHAPOMbI, K KOTOPbIM
OTHOCATCH 3a60neBaHUsA, UMUTUPYIOLLME TedeHne yBeunTa [9].
YBeuTbl MNpu peBMaTUYECKMX 3abofieBaHUAX OTHOCHATCHA
K yBentaM HeumHbeKLMOHHOM npupodbl. B HacTosiwee Bpe-
M$i MpUHATaA CTaHAapTHas HomeHKnaTtypa yBeutoB — SUN
(Standardisation of Uveitis Nomenclature) ¢ uenbto yHubHU-
Kauuu OornucaHusi Te4eHus U NoKanusauuu yBeuTa, a Tak-
e onpegeneHns akTMBHOCTM BOCMasUTENbHOro npouecca
(tabn. 1-3) [6].

YBeunT npu FOMA — 370, KaK NpaBuio, NepeiHu yBeuT,
XapaKTepU3yWwnNea NpenuMyLLecCTBEHHO HerpaHynematos-
HbIM BOCMNaneHMeM, Hanbonee 4Yacto NpoTeKatoWwmm 6eccnm-
NTOMHO B Ae6toTe, 0JHAaKO BO3MOXHbl pa3finiHble aHaTOMMU-
YeCKMe 1 KIIMHUYeCKne BapuaHTbl TedeHus [11].

BeccumnToMHble GOpMbl yBEUTA Hallle BCEro CBA3aHbl
C OJIUrOaPTUKYNSAPHBIM WX CEPOHEraTMBHLIM MOMNAPTUKY-
napHbiM noatunom HOUMA. MaHMGbECTHbIM yBEWUT, xapaKTte-
pusylownncs 60n1eBbIM CUHAPOMOM KpPaCHOro rnasa, Kak
npaBuIo, BO3HUKAET NPU 3HTE3UT-accoLmmpoBaHHom HONA,
nonoxutenoHom no HLA-B27 [12].

SANMUAEMUOJIOrUA IOUA-ACCOLIMMPOBAHHBIX

YBEUTOB

YBeuTbl y ieTer BCTPeYaloTcs HaMHOMO pexe, YeM y B3poC-
NbIX, Ha WX Aonio npuxoautcs Bcero 5—10% oT o6Lwero Yyucna
Bcex yBeutoB B nonynauum [13]. O6was 3ab6oneBaeMocTb
yBEUTaMW B WCCNefoBaHWW, NPOBEAEHHOM B PUHAAHAMM,
coctaBuna 4,3 Ha 100 TbiC. AETCKOro HaceneHus B rog npu

MNepeaHss Kamepa

Tvn OCHOBHas JIoKanAn3aLuusa BocnaaeHus ®dopmbli
Nput
MNepenHun yseut Pany:Ka, pecHuroe Teno Upunogoumnknmt

MNepegHnn uMKNUT

MpOMeXyTOUHbIN
yBEUT

MnocKas YacTb peCHUYHOro Tena
CTeKNoBUAHOE TeNo

Mapcnnanut

3aaHUI ULMKAUT

wanut

Xopuouges

3agHun yBeut
i y CeTtyaTka

QOuaroBblit, MHOroo4aroBbii v anddy3HbIN XOPUOUANT

XopHnopeTuHuT

PeTnHoxopuonant

PeTuHut

HenpopeTtnHut

MaHyBeunt

MNepeaHas Kamepa + CTeKI0BUAHOE TeNOo + xopuounaes /cetyaTka

Ta6nuua 2. BapuaHTbl KNMHUYECKUX NposiBneHni FOMA-accoumMmpoBaHHbIX yBenToB [6, 10]

Table 2. Clinical variants of JIA-associated uveitis [6, 10]

Karteropus OnucaHue KommeHTapuin
BHezanHoe
Hayano
MNMocTeneHHoe

OrpaHuYeHHbIn MeHee nnu paBHo 3 mec

MpoaoKUTENBHOCTD -
MepcucTupyowmmn Bonee 3 mec
OcTpblii BHe3anHoe Hayano, caMoorpaH1MYMBatoLLEECs TeHeHUe

TeyeHwne PeunanBupytowmin | MoBTopstowmecs aNn3oabl BocnaaeHus ¢ nepruogaMu HeakTMBHOCTY 6e3 Tepanun 3 Mmec 1 6onee

XpOHMYECKUI MepcucTmpyiowmnin yBeut ¢ peLManBom B TeyeHme 3 mec 6e3 Tepanuu
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Ta6nuua 3. Kputepuu oLeHKM KNeToYHOW peaKkuun BO Bnare
nepegHen kamepbl cornacHo SUN [6]

Table 3. Criteria for evaluating the cell response in anterior
chamber according to SUN [6]

AKTUBHOCTb Knetok B none speHus
0 Meree 1
0,5+ 1-5
1+ 6-15
2+ 16-25
3+ 26-50
4+ bonee 50

pacnpocTpaHeHHocTn 27,9 Ha 100 Thic. AETCKOro Hacene-
HUS [14]. Snngemrmonornyeckme nccnegoBaHua MNocnegHmx
10 neT oTMeYaloT TEHAEHLMIO K YBEIMYEHWNIO 4acTOTbl BCTpe-
4yaemocTu yBeuTa. B oAHOLIEHTPOBOM MccneaoBaHuu, Mpo-
BeleHHOM B ®PuHnaHauu [15], coaepralleM nHdpopmaLmto
0 150 peTax ¢ BnepBble AMarHoCTUPOBaHHbLIM YBEUTOM B BO3-
pacte go 16 net B nepuog 2008-2017 rr., ycTaHOBNEHO
yBen4yeHne pacnpocTpaHeHHOCTH yBenTa ¢ 64 Ha 100 Tbic.
netckoro Hacenenua B 2008 1. 4o 106 Ha 100 Tbic. AETCKOro
HaceneHusa B 2017 r. CpeaHas 3aboneBaemMoCTb YBEUTOM
¢ 2008 no 2017 r. coctaBuna 14 Ha 100 TbiC. AETCKOro Hace-
NneHnss 6e3 CTaTUCTUYECKM AOCTOBEPHbIX Pasnyui mexay
ManbyYMKaMu M AeBOYKaMWU. B KOpencKom HalMOHaNbHOM
nonyasiLMOHHOM MCCNeA0BaHUKU 3a60/1eBaeMOCTb M pacnpo-
CTPaHEHHOCTb HEMHDEKLMOHHOIO yBeuTa y ieTen cocTaBns-
m 4,64 Ha 100 Tbic. YenoBeKo-neT (95% AW: 4,52-4,76)
n 8,25 Ha 100 Tbic. Yyenosek (95% AN: 8,09-8,41) cooT-
BeTCTBEeHHO [16]. B uccnepoBaHun 296 peten c yBewTa-
MU NepefHui yBeuT 6bin BbigBNeH y 53,4% nauneHTos,
cpeaHun — y 28,0%, 3agHui yBeuT n naHyBent — B 11,1
n 7,4% cny4aeB COOTBETCTBEHHO. Beaywumun anarHosamu
Obln ngnonatnyecknin yeeut (31,1%), OUA (27,0%) [17].
CBOAHblE AaHHblE MO NpOoaHaaM3UMPOBaHHbIM UCCNEd0BaHu-
SIM NpuMBeAeHbl B Tab. 4.

Ha ponto KOMA-accouMMpoOBaHHbIX YBEUTOB MPUXOANUTCA
oT 8,1 go 61% ot Bcex cny4aeB yBeuTa. [Momumo HOUA-
aCCOLMMPOBAHHbIX YBEWUTOB, AOCTATOYHO OOMbLUYIO AOI0
COCTaBNSAOT UAMONATUYECKME YBEWTDI, AN KOTOPbIX TaKXKe
XapaKTepeH ayTOMMMYHHbIN MexaHu3M noparkeHusa [3]. Jons
nanonaTtM4yecKkmx ysentos Bapbupyet oT 18 go 71%, cornac-
HO MY/IbTULLEHTPOBOMY KOrOPTHOMY UCCliefoBaHuio [21].

B HeKoTopbIX MccneaoBaHUsAX [O0ONS yBeWTa, accouuu-
poBaHHoro ¢ HOWA, Bbllle, YTO MOXET O0OGBbACHATLCA OCO-
6EHHOCTAMM BbIGOPKU WAM WMHbIMW NpudMHamu. B wuccne-

noBaHuu [15] aBTOpbl OOBLACHAT AOCTATOYHO BbICOKWUM
nokasaTe/lb yBeflMyeHMem 3ab0oneBaeMoCTU B MocnegHue
roabl n 6osnee TwaTenbHoM anarHoctTnkon FOMA B HacTosLLee
Bpemsa. Cnegyer oTMETUTb Gosnee HU3Kylo 4actoty HOWA-
aCCOLIMMPOBAHHbIX YBEUTOB Y A€TEN a3MaTCKOro NMPOMUCXOX-
nexusa. B Poccuiickon depepauunun JaHHble O pacnpocTpa-
HeHHocTM HOWMA-accouMmMpoBaHHOIO yBeuTa OrpaHU4YeHbl
€OMHUYHBIMU UCCNefoBaHUAMU: 3ab60/1IeBAaEMOCTb COCTaB-
naet 1,5-2,0 Ha 100 TbIC. AETCKOro HaceneHus, pacnpo-
CTpaHeHHoCcTb — 8—-11 Ha 1 MJIH AeTCKOro Hacenenus [22].

MynbTMLUEHTPOBOE PETPOCMNEKTUBHOE WCCNefoBaHue
B TanBaHe [23] nokaszano, 4to y 44 (6,1%) n3 722 60/bHbIX
HOWA 6bin BbiSiBNEH yBeNUT. CpeHWI BO3pacT YCTaHOBMIEHNUS
avarHosa FOMA n FOMA-accoumMmMpoBaHHOro yBenTa coctaBuil
10,7 n 11,1 roga COOTBETCTBEHHO. Y NaLUMEHTOB C yBEUTOM
oTMevancs 6o0siee BbICOKUM TUTP aHTUHYKNEapHbIX aHTW-
Ten. Manbyiuku 6onenu 4ytb Yawe — 25 (56,8%) us 44,
y 11 (25,0%) nauveHToB OblNM BbISIBIEHblI OC/IOXHEHUSA
yBeuta, a 8 (18,2%) nepeHecnn onepauuio Ha rnasax.
Y 17 (38,6%) U3 44 60nbHbIX Obla AOCTUIHYTA PEMUCCHUSA
O/IUTENbHOCTbI0O HE MeHee 6 Mec, ogHako y 11 (25,0%)
npou3owso obocTpeHne Yyepes 624,7 OHA nocne AoCTUXKe-
HUS cTaTyca HeaKTMBHOro 3abofieBaHus. Y AeBOYEK yalle
BCTpeYanucb OCMOXHEHMS, a TaKXe OHM Yalle noaBepra-
fIMCb OnepaTMBHbLIM BMelaTenbcTBam. Kpome Toro, ans
TaviBaHs Obl1O0 XapaKTepHO npeobfiajaHue yBewTa, acco-
ummpoBaHHoro ¢ HOWA, y Manb4MKoB, OfHAKO Yy [OEBOYEK
nporHo3 6bin xyxe. B EBpone yacTtota yBeuTa cpeau neten
c OMA otnnyaetca mexay ctpaHamu. B TepmaHum oOHa
coctaBuna 12-14%, B CeBepHoin EBpone (PuHnaHaus,
LBeuunsa, danunsg, Hopserns) — 9% (oaHaKo oTMevaeTcs, Y4To
B PuHNAHAMKM 3a60neBaemMoCTb Oblla 3HAYMMO Bbille, YeM
B Apyrux cTpaHax CesepHon EBponbl, — 20%), B UcnaHmmn —
19% ot obuwero yucna geten ¢ HOUA [24]. B cnnowHom
nccnefoBaHWK, BKIKOYaBLUEM AaHHble 0 3271 nauueHTe
¢ HOMA 13 HaumoHanbHOro Hemeukoro peructpa BIKER,
yacTtoTa yBeuTa coctaBuna 12% (n = 405) [25].

MHTepecHbl pes3ynbTaTbl KOFOPTHOIMO MCCleaoBaHuUs
c ge6otom KOUA ¢ aHBapsa 1997 no uioHb 2000 r. B cTpa-
Hax CeBepHon EBponbl: PuHnaHauu, LUeBeunn, Hopseruu,
[aHunn [26]. YBeuT 6bin gnarHoctnupoBaH y 89 n3 435 geten:
XPOHUYECKUIK 6eCCUMMNTOMHbIN yBeuT otmedancs y 80 (90%),
ocTpbin — y 9 (10%). YBeUT Yalle BCTpeyasncs y JeBOYeK —
59 (66,3%), cpeaHuin Bo3pacT BO3HMKHOBEHMS 6E€CCUMMNTOM-
Horo yBeuTta coctaBun 3,2 roga. Cpean 9 geten, pa3BmBILLKX
oCTpbit yBeuT, y 8 (89%) MMen MecTto 3HTe3UT-acCoLMnpOo-
BaHHbIM BapuaHTt OUA, n 7 (78%) u3 Hux 6binn HLA-B27-
NO3UTUBHBLIMU. YBEWUT HE BCTpeYancsa npu cucteMHon dopme
HOVA nnn no3UTUBHOM MO peBmMatonagHoMy GaKTopy noauvap-

Ta6nuua 4. CBoaHblE AaHHbIe N0 PacnpoCTPaHEHHOCTU YBEUTOB Y IeTEM B Pa3HbIX CTpaHax

Table 4. Summary on paediatric uveitis prevalence in different countries

Siiskonen M. Sun N. ShinY. Kim B.H. BenEzra D. | Pdivonsalo-Hietanen T.
UccnepoBaHue etal., 2021 | etal., 2022 | etal., 2021 | etal., 2022 | etal., 2005 et al., 2000
[15] [18] [19] [16] [20] [14]

Pasmep BbIGOPKU, YENOBEK, N 150 209 155 5972 276 55
HONA-accoumnmnpoBaHHble
yBeWTbl, N (%) 95 (61) 17 (8,1) 23(14,8) 926 (8,7) 41 (14,9) 20 (36,3)
Manonatnyeckme yBeuThbl 27 (18) 149 (71,3) 101 (65,2) H/LO H/A 25 (45,5)
[leBoyku, n (%) 60/95 (76) H/A 8/23(34,8) H/0 H/0 15/20 (75)

lMpumevarme. FONA — 10BEHUNIbHBIM MAUONATUYECKUI apTPUT; H/A4 — HEeT AaHHbIX.

Note. JIA (ONA) — juvenile idiopathic arthritis; n/a (H/8) — not available.




TpuTe; Hanbonee 4YacTo AMarHOCTUPOBANCA Npu NcopuaTnye-
CKOM M 3HTE3UT-accoLMMPOBaHHOM apTputax. B duHnaHamm
3a60n1eBaeMocTb Gblna JOCTOBEPHO BbIlE, YEM B COCEAHUX
cTpaHax. TaM e oTMeyYanacb camasi BblCOKas Aons AeTen
¢ paHHuM ge6iotom IOUNA. Y 5 (5,6%) 13 89 aeten yBeuT pas-
Buncsa go gebiota HOUA.

PeTpocnekTMBHOE MHOrOLEHTPOBOE WCCNeAoBaHUM
B Typumu [27] BKtoYano aaHHble 0 500 nauuneHTtax ¢ FOMA ns
4 peBMaToNOrMYECKMX LLIEHTPOB. YBEUT Obif BbiSiBNEH Yy 6,8%
(n = 34) nauueHToB, cpean Kotopbix 58,8% (n = 20) —
[EeBOYKMU, CO CpPeaHMM BO3pacToM [ebloTa 3abosieBaHUdA
9,1 + 3,8 roga. B cpeaHem yBeuT pasBuBasncs Cnycrs
1,8 roga nocne Hadana HOWMA. Hanbonee 4yacto noparke-
HWe rna3 BCTPeYyanoch y NauueHToB C ONIMIOapPTUKYISPHbLIM
(12,9%) n 3HTE3UT-accounnpoBaHHbiM (5,2%) BapuaHTamu
FOMA. YacToTa BCcTpedyaeMocTy yBenTa B Typuumn Oblna HUXKe
oXMaaemMow npu ONUroapTpuTe, HO BhIWE MNPU IHTE3UT-
accouMMpoBaHHOM apTpuTe, Yem y esponenues. [pu aTom
NO3WTUMBHOCTb MO aHTUHYKIeapHomy dakTopy (AH®P) BCcTpe-
yanacb y 22 (64,7%) u3 34, a NO3UTUBHOCTb NO aHTUIEHY
HLA-B27 — y 3 (30%) n3 10 naumeHToB.

OpaHoueHTpoBOE uccnenoBaHue B Utanum [28] BKoYano
309 nauueHToB ¢ HOUA (244 neBo4KM, 65 Manb4nKOB, CPESHUM
BO3pacT aebtota — 4,9 roga). 3 62 petent (20,1%) pa3BuBLLIMX
yBeuT, y 57 Obl1 ONUFOapPTUKYNSAPHbIM, Y 3 — MNOAnapTUKynap-
HbIM Uy 2 — CUCTEMHbIN BapuaHTbl FOMA. BecCUMNTOMHbIN yBe-
UT 6bin BbiSBNEH Y 56 (90,3%) nauuneHToB. Y 55 (88,7%) neten
nebloT yBeuTa coctoanca B TevyeHune 4 net oT aebiota HOWA.
CBofaHble AaHHble NpeacTaB/eHbl B Tabs. 5.

B cepuu BbllEYNOMSIHYTbIX UCCeAOBaHWUN YBEUT Hanbo-
Jlee 4acTo BCTpeyaeTcs NpU OIMrOapTUKYISPHON M SHTE3UT-
accouumpoBaHHon popmax HOUA, a Takke npu ncopuaTtuye-
CKoM apTpute. CpeaHuin Bo3pacT aebiota yBeuta, acCcoumn-
poBaHHoro ¢ HOWA, 3Ha4nTeNbHO BapbupyeT B 3aBUCUMOCTH
OT pervoHa: B cTpaHax A3un [29] oH coctaBun 5 net (3-7),
B EBpone [30-32] — 4,4 ropa (2,2-6,6). B mMynbTuueH-
TPOBOM PETPOCMEKTUBHOM wuccnenoBaHnn B TanBaHe [23]

cpefHuM Bo3pacT yctaHoBneHus avarHosa OMA n HOUA-ac-
coumpoBaHHoro yeeuta coctasun 10,7 n 11,1 roga cooT-
BETCTBEHHO. MexayHapoaHoe HabnoaaTenbHOe KOroptHoe
uccnegoBaHue BbIABMNO pasnuyua B vactote HOWMA-acco-
LUMMPOBAHHOIO yBeUTa Mexay matepukamu. Haubonblias
yactota 3adukcupoBaHa B CeepHon (19,1%) u HxHoM
EBpone (18,8%), a camas Hu3Kasd — B JlaTUHCKON AMepuKe
(6,4%), Adpuke n Ha BnuxHem Boctoke (5,9%), a Takke
B HOro-BoctouHon Asun (5,0%). ABTOpbI NPeAnosioKUAN, YTO
reorpaduyeckme pasnnyunsg MoryT 6biTb CBSi3aHbl C FEHETU-
YEeCKMMM OCOBEHHOCTAMM Monynsumnn, GakTopamu BHELLHEN
cpefbl, @ TakXKe, BO3MOXHO, pa3HOW CTeneHbio AOCTYNHOCTU
0dTanbMOIOrM4YECKOro CKpuHuHra [33].

MpeablgywnmMm  UccnefoBaHUS MU  YCTaHOBMIEHO, 4TO
AH®-N03UTUBHbLIA ONUITOAPTUKYNIAPHLIM BapuaHT AebloTa
FOMA, KEeHCKMIN non ABNSIOTCA NpeavKTopamMu pasBUTUSA
XPOHUYECKOro ManoCcMMMNTOMHOIO NepejHero ysenTa y aetew
¢ IOUA. YBenT MoXeT gebloTnpoBaTtb A0 MOSBNEHWS CyCTaB-
HOrO CMHApPOMA, OLHOBPEMEHHO C HWUM WU OTCPOYEHHO,
nocne pa3BUTUS CYCTaBHOro cuHapoma [27].

NATOrFEHE3 YBEUTOB INPU IOUA

B HacToslllee Bpemsa 3TMONIOrMS M MaToreHes yBeuTa,
accoummpoBaHHoro ¢ tOWA, octatoTcs HeLOCTaTO4YHO MOHAT-
HbIMW, HECMOTPS Ha [OBOJSIbHO WM3BECTHYO B3aWMOCBSA3b
yBeuTa ¢ FOMA v TpurrepHyio posib HEKOTOPbIX MHGOEKLMN.
CKopee BCEero, BaKHYl0 3TMONIOMMYECKYIO M MaToreHeTuye-
CKYylO POSb UrpaloT KaK reHeTUYecKre, Tak U BHeLHecpeno-
Bble GaKTopbI.

TkaHM a3, 0COGEHHO ceT4yaTKa, codepxKaT 6onblioe
KOMIMYECTBO MOTEHUMaNbHbIX ayTOAQHTUTEHHbIX MULe-
Hen [34], B CBSI3U C YeM MPUHATO cYMUTaTb, YTO BHYTPUINas-
Hble @HTUIEeHbl, TaKME KaK KaK S-appecTuH (TaKxe M3BEecCT-
HbI KaK peTuMHasbHbIA S-aHTUIEeH), PETUHON-CBSA3bIBAIOLLINN
6enok 3 (RBP3) n 6enku, cBsizaHHble ¢ TUpO3MHa3on [35],
CMOCOGBHbI 3anyckaTb MMMYHHbIM OTBET, 4TO MOXET 06bscC-
HATb Hanunyue y nauuneHtos ¢ FOMA NOBbIWEHHOro Kounye-

Ta6nuua 5. [laHHble N0 pacnpoCcTpaHeHHOCTU yBeuTa cpean aeten ¢ tOUA

Table 5. Prevalence of uveitis among children with JIA

Sun N. Minden K. Nordal E. Sahin S. Grassi A.
et al. [18] et al. [24] et al. [26] et al. [27] et al. [28]

KonunyecTtBo nauuneHTtos ¢ OUA, n 17 3271 435 500 309
E%;Z?g;ig:;;x:;ssw yBeuTom, n (%) 17(100) 405(13) 89(205) 34(68) 62(20)
[eBoyku, n (%) H/0 H/L 59 (66,3) 20 (58,8) 48 (77,4)
MoaTunbl FOUA y peTeli c yBeutamu
CucTeMHbIH, N (%) 0(0) 2(0,5) 0(0) 0(0) 2(3,2)
MepcucTupylowmin onuroapTpur, n (%) 246 (60,7) 25(28,2) 20 (58,8)

9(52,9) 57(91,9)
PacnpocTpaHsiowminca onnroaptpur, n (%) 57 (14,1) 16 (17,9) 5(14,7)
CepoHeraTuBHbIN nonnMapTpuT, n (%) 4(23,6) 19 (4,7) 18 (20,2) 3(8,8)
Cepono3nTUBHbLIA NOAUAPTPKT, N (%) 1(5,9) 2(0,5) 0(0) 0(0) 3(48)
OHTEe3UT-acCcoLMMPOBaHHbIVM apTpuT, n (%) 3(17,6) 26 (6,4) 12 (13,5) 6 (17,7) 0 (0)
Mcopuratnyecknin aptput, n (%) 0(0) 26 (6,4) 5(5,6) 0(0) 0(0)
HeanddepeHumnpoBaHHbliit apTpuT, N (%) 0(0) 27 (6,7) 13 (14,6) 0(0) 0 (0)
HLA-B27, n (%) 3(17,6) H/A 25/87 (28,7) 3/10(30) 1/43(2,3)
AHD, n (%) 5(29,4) H/O 37/87 (42,5) 22/34 (64,7) 50/62 (80,6)

MpumevaHune. FOUA — 10BEHUNbHBIN MaMONaTUHECKUin apTpuT; AHP — aHTUHYKNeapHbIn GaKTop; H/A — HET AaHHbIX.
Note. JIA (ONA) — juvenile idiopathic arthritis; ANA (AH®) — antinuclear antibody; n/a (H/8) — not available.
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CTBa aHTUTEN NPOTUB pPafy*KKu U ceTyaTku [36], XOTa Hesc-
HO, ABNSAIOTCA NI 3TU aHTUTENa MPUYMHON UK CNeaCcTBUEM
MHTPaOKYNAPHOIr0 BOCMNanUTENIbHOro npouecca. B Hactog-
ee BpeMs LUMPOKO pacnpocTpaHeHa runoteda o TOM, YTO
3TMOJIOMMS UMMYHOOMOCPEA0BaHHbIX YBEUTOB, B TOM 4uC/e
HOWA-accoummMpoBaHHbIX, MOXET OblTb CBA3aHa C HalM4YneEM
06LLero aytoaHTUreHa B CUHOBMANbHOM TKaHU U yBeaibHOM
TpaKTe, 4TO NO3BONSET OOBACHUTL HaNW4YMe B3anMOCBSA3M
mexay FOMA v ysenTtom [37]. OgHaKO TPYyAHO OOBSACHUTL TOT
daKT, 4TO YBEMUT Yalle BCero BcTpevyaeTtcs (M 4acto OGbiBaeT
Hanbonee TAXeNbiM) Yy NaLMEHTOB C OIMTOAPTUKYISPHbLIM
BapuaHToM HOWA, nonoxutenbHbiM no AH®, ana koTtoporo
XapaKTepHbl HE60/bLIOE KONMYECTBO NOPaXKEeHHbIX CyCTaBOB
M OTHOCUTENIbHO GNaronpuaTHbLIM NPOrHO3 B MiaHe CycTaB-
HOoro nopaeHus [38]. MNMoKa 4TO MNOMNbITKU WAEHTUOULM-
poBaTb 06WME aHTUIEHbl MEXAY COEAUHWUTENbHOM TKaHbio
CyCTaBOB W rnasamMu He CMOrnu y6eanTesnbHO JOoKa3aTb 3Ty
KOHLLeMNUMio, OJHAKO B MMBOTHbIX MOAENAX XPOHMUYECKOrO
apTpuTa HeKOTOopble HAGMIOAEHUSA NOAAEPKMUBAIOT TUNOTE3Y
06 o6lleM aHTUreHe ans apTpuTa v yBeuta [38]. B 1960 r.,
Mcnonb3ys Mofenb KpbiC MHUK Sprague-Dawley ¢ XpoHu4e-
CKMM apTPUTOM, KOTOPbIV Bbi3biBasICA MyTEM UHBEKLMM NON-
Horo agbtoBaHta PpenHaa (youTble MUKOGAKTEpPUU Ty6ep-
Kynesa B MWHepanbHom Macne), B.H. Waksman u coasT.
OBHapyXunK, 4to y NnpuMepHo 20% XKMBOTHbIX TaKXe pas-
BMBasCA KIMHUYECKUI yBenT [39], B TO BpeEMS Kak rucrona-
TONOMMYECKM NPU3HAKK NEPeAHEro yBenTa 06Hapyxnsanmcb
y 90% KpbIC C apTpUTOM. Y ApPYrux NopoL Kpbic (Hanpumep,
y KpbiC Lewis) yBenT o6HapyunBasncs pexe. B mogenun agblo-
BaHTHOrO apTpuTa, MCMonb3ylolwen Kpbic Lewis, KOTOpbIM
BBOAWIM MOMHbIV aabloBaHT PperHaa, aHTUreHbl, NPoOm3-
BOAHble OT 6eNka TennoBoro woka 60 (HSP60), okazanucb
OCHOBHbIMW MPOBOLMPYIOLLMMU aHTUrEHaMKU 418 Pas3BUTUS
aptpuTta. Kpome Toro, nentuabl, npon3BoaHble oT HSPGO,
OKa3aliCb TaKXe YBEUTOreHHbIMU Y KpbIC NMHKUK Lewis [40].
[pyrne wvccnegoBaHus ryMOPanbHOro M KNETOYHOro
UMMYHUTETA K OKYNAPHbBIM (S-aHTUIEeH U KpUCTanauHbl anbda,
6eTa-TshKenble, 6eTa-nerkme U ramma) M COeAauHUTENbHO-
TKaHHbIM aHTUreHam (Konnarexsl Tvna |, I, [l v 1IV) n3yqanuco
y AeTen C OBEHW/bHbIM peBMatonaHbiM apTputom (KOPA)
C YBEMTOM M 6€3 Hero, a TaKXKe Yy KOHTPOJIbHOW rpynmbl.
CBSI3N Mexay HaluM4Mem yBeuTa M rymopasbHOM U KIeTou-
HOW CeHcMbBUM3aLumen K KonnareHy tuna Il He o6HapyxeHo.
AHTUTENA KO BCEM TWMaM KpUCTalMHa BCTpeYanucb 4alle
y aeten ¢ HOPA, 4eM y KOHTPOJSIbHOM rpynnbl, a aHTUTena
K 6eTa-TAKENOMY KPWUCTa/sIMHYy BCTPeYanucb valle y aeten
¢ IOPA v yBeuToM. lMNponndepaumsa numbouMTOB B OTBET Ha
anbda-KpuctanauH 6bina yBenudeHa y aeten ¢ HOPA Hesa-
BMCHUMO OT HaNn4nsa yBeuTa, Torga Kak peakums immboumntos
Ha aHTUreH S 6bina accounmMpoBaHa ¢ HanmMyinem yseuTta [41].
HecKonbKO KIMHMYECKMX CllydaeB npeanonaratot, 4To BUpYC-
Has MHOEKUMS WMAM BaKUMHaLMa MOryT CnpoBOLMpOBaTb
pasBuTHE yBEUTA, accoummpoBaHHoro ¢ FOWA, Ho ao cux nop
HeT ybeauTenbHbIX JOKA3aTeNbCTB 3TOM rmnotesbl [42-44].

leHeTUYeECKan NpeapacnooKEeHHOCTb

[eHeTM4ecKass OCHOBa YBEWTOB, aCCOLMWMPOBAHHBIX
c FOMA, BepoAATHO, ABNSIETCA KOMIMIEKCHOW; HECMOTPS Ha
COOOLLEHUA O CeMEMNHbIX cnyyasx [45], MOHOreHHble uau
MeHAeNeBCKME NnaTTepHbl HacnegoBaHus He O6bln UAEH-
TnodnumnpoBaHbl [46]. TIPUHATO cyMTaTb, YTO OAHUM W3
(PaKTOpPOB pMUCKa BO3HMKHOBEHUSA KOWMA-accoLuMmMpoBaHHOIO
yBeuTa SIBNASeTcs paHHWMW Bo3pacT gebiota [47], accouu-
aumsa ¢ aHtureHamm HLA-DR8 [48], HLA-DR11 [49, 50]
n HLA-DR13 [51], HLADPw?2 Il knacca [52] u HLA-A2 | knac-

ca [53]. B panbHenwem cekBeHnpoBaHue AHK nossonuno
6o5iee TOYHO OMNpeaenuTb KOHKpEeTHble annenun HLA, cBg-
3aHHble C ONIMFOAPTUKYNSPHBIM BapuaHToM 3aboneBaHus:
HLA-DRB1*0801 rpynnbl DR8, HLA-DRB*1301 rpynnbl
DR13 u HLA-DPB1*0201 rpynnbl DPw2 [48-52, 54].
Kom6uHauns annenet HLA-DRB1*1104 n HLA-DPB1*0201
CBfi3aHa C yBE/IMYEHMEM pUCKa Pa3BUTUA XPOHUYECKOIO
yBeuTta B 7,7 pasa [55, 56].

Hanunuyne aHtureHa HLA-DRB1*1104 6bino NpuUMeEpHO
B 4 pa3sa 6onee cneunudUyHbIM, HO TONbKO Ha OAHY TPeTb
6onee 4yBCTBUTE/NbHLIM MO cpaBHeHunto ¢ AHP B wnaen-
TMbMKaLMM NaLMeHToB, MOABEPKEHHbIX PUCKY 3abonesa-
Hua rna3. [Npeablgywme wccnegoBaHus nokasanu 6onee
BbICOKYIO 4acCTOTy BCTPEYAEMOCTU aHTUIMCTOHOBLIX aHTUTEN
y naumeHToB ¢ HOUA, cTpagatlowmx yBenmTom, no cpaBHEHUIO
C TeMU, ¥ KOro He Obl10 yBeWTa B NPOLIOM UK HaCcToSLLEM
[57, 58], a HEKOTOpble M3 HUX HE NMOKa3aln B3anMMOCBSA3MU
MEXAY HaM4ymMeM 3TUX aHTUTeN 1 pa3BuTMeM yBeuTa [59].

HocutenbctBo annenen HLA-DR1 u HLA-DQA*0101
yMeHblUaeT pUCKK pa3BuTUs yBenta [60]. AHTureH HLA-B27
TPaAULMOHHO acCOLMMUPYET C SHTE3UT-aCCOLMUPOBAHHbLIM
apTPUTOM U YBENMYUBAET PUCK OCTPOro NepeaHero ysenta
B 3TOM rpynne nauuneHtoB [60]. BbiiBNeHHble B3auMo-
CBfA3M pa3BuTUS yBeuTa c annensmu cuctembl HLA nog-
YEepKMBAOT POSib UMMYHHOrO BOCMafieHMs MNpU yBeuTax,
accouunmpoBaHHbIx ¢ OMA.

MoneKynsipHble MEXaHU3Mbl
MMMyHOnormyeckas npuBUAErMPOBAHHOCTb U CpPbIB

MEXaHM3MOB WMMMYHOIOTMYECKOW TONEPaHTHOCTH, BEpPONT-

HO, UrPaIOT K/IIOYEBYIO POJb B NaToreHese yBeuTa, accoLmu-

poBaHHOro ¢ tOMA. MMMyHonornyeckas NpuBuNerns — 3ato

CBOWCTBO OnpefeneHHbiX TKaHen 6/I0KMpoBaTb MMMYHHbIM

OTBET Ha aHTWUrEHbl, PACMONOXKEHHbIE B 3TUX TKaHaX [61].

McTopUYEeCKM CcYMTaNoCh, YTO 3TO YHUKaNbHag 0COBGEHHOCTb

TKaHew rofloBHOro Moara v rasa [61], ogHaKo B HacTosliee

BPEMS M3BECTHO, YTO MPUBMUIErMPOBAHHOCTb XapaKTepHa

0N MHOTMX TKaHEW, a TaKKe MOXeT pa3BuBaTbcs de novo

B MPUXMUBLUMXCA BaCKYNPU3MPOBAHHbLIX TpaHCM/aHTaTax

[62, 63]. B HacTosiLlEE BpeMS KOHLENUMS MMMYHONOrn4ye-

CKOW MpUBMNErNN BKIOYAET B cebs 3Ha4YMTENbHO 6O0Sblue,

4yeM CeKkBecTpauus (OTrpaHuyeHne) onpeaeneHHbIX OpraHoB

W TKaHew 3a Gapbepamu [37]. UIMMyHONOrM4yecKkas npuBu-

nerms — 310 AMHaAMMUYeCKoe COCTosiHMEe, obecneynBatoLle-

ecsl cpa3y HEeCKONbKMMU MexaHu3Mamu [37], B TOM 4ucne

3a cyeT GOPMMPOBAHUSA OCOBOr0 MUKPOOKPYKEHUs [64].

MMMyHONOrM4yecKyio NpuBUIErMPoOBaHHOCTL Ma3a obecne-

4YMUBAIOT CleaytoLne KOMMOHEHTbI:

® CeKBeCTpauWs aHTUreHOB 3a reMoTKaHHbiMKW Gapbe-
pamu [65];

e remoodTanbMu4ecku Gapbep, KOTOpblM obecnedvyvBa-
eTCcq MNAOTHbIMW KOHTaKTaMW Mexay 3dHAoTeNnuanbHbI-
MU KIETKaMW KPOBEHOCHbIX COCYAOB LMAMAPHOro Tena
W NIOTHbIMU KOHTaKTaMM MeXAy BbICTUAIOWMMHU 3NUTE-
NIManbHbIMW KNETKaMU;

® remMOpeTUHabHbIM Gapbep, KOTOpbIM obecnevynmBaeTcs
NAOTHLIMW KOHTAKTaMW MEXAY KNeTKaMW peTUHaNbHbIX
COCYZOB Y MIOTHbIMW KOHTAKTaMM MEX Ay KIeTKaMu peTu-
HaNlbHOr0 MUIMEHTHOr O ANUTENNS;

e OTcyTcTBME nMMdaTUHECKUX cocyaoB [65]: nepuoKy-
NSpHbIE TKaHW (KOHDBIOHKTMBA W 3MNUCKIepa) coaeprKat
nMmdaTtnyecKkre cocyibl, B TO BPEMS KaK BHYTpUInas-
Hble KOMMOHEHTbl XapaKTEePM3YTCH MX OTCYTCTBUEM.
BoasiHucTaa Bnara ¢ paCTBOPEHHbLIMU B HEW @aHTUreHamu
OTTEKAET Yepes ANUCKIepPabHble KPOBEHOCHbIE COCYAbI



Nno BEHO3HOW cucTeme, nonagasi C KPOBOTOKOM B TUMYC,

neyYeHb U CeNe3eHKy;

e OTCYTCTBME 3KCMPECCUN MaBHOro KOMMAEKca rmcTocoB-

MECTMMOCTH | Knacca Ha NapeHXMMaTo3HbIX KeTKax [65];
® HaJAuyMe B TKaHAX rnasa MeguMaTopoB BOCManeHus

[37, 65] — TpaHcdopmupylolero GakTopa pocta 6eTa

(TGF-B), membpaHHOro raukonpotenHa OX-2 (CD200),

daKTopa yckopeHus pacnaga (MOAMPULMPYIOLNK alb-

TEPHATUBHbBIM NyTb aKTUMBaUMW KommnnemeHTa) (CD55,

DAF) n CD46 (meMb6paHHbI KOPaKTOPHbIN 6ENOK);
® cUCTEMA MHAOYKLUMU U3MEHEHUs (AeBualmm) UMMYHHOrO

oTBeTa NepeaHen Kamepbl rnasda. AHTUrEHbl asHoro

NMPOUCXOXKAEHNS BbI3bIBAIOT TaK Ha3blBaeMbl OTKIO-

HAKWNUNCA (OEBMAHTHbIA, WM3MEHEHHbIN) CUCTEMHbIN

MMMYHHbI/ OTBET, KOTOPbIA XapaKTepu3yeTcs u3bupa-

TeNbHOM HELOCTaTOYHOCTbIO B KJETOYHOM (Th1-KneTku)

M rymopasnbHOM 3BeHbsiX (B-KNeTku, cekpetupyowmne

aHTMTeNa, CBA3blBalOWME KOMMAEMEHT) [66]. lNpu no-

nagaHnn aHTUreHa B a3 BHYTPUINa3Hble AeHOAPUTHbIE

W aHTUreHNPEe3eHTUPYIOLWNe KIETKM 3axBaTblBaloT ero

W TPAHCMOPTUPYIOT Yepes TPpabeKYNAPHYIO CETb U LLIEM-

MOB KaHaj B CUCTEMHbI KPOBOTOK, OTKya OHW nonaaa-

0T B CENE3€EHKY, A€ U aKTUBUPYIOTCS aHTUreH-cneundu-

yecKne abGeKTOPHbIE U perynaTopHble T-KneTku [67].

ApyruMu BaxKHbIMKU 371EMEHTaMM, y4acTBYIOLWMMK B NOSA-
AEepXaHUU MMMYHONOMMYECKON TONEPAHTHOCTH, SBASIOT-
ca Fas/FasL- [68] n PDl-accounMmpoBaHHble CUrHajbHble
nytu [69].

B peaynbrate akTMBauUuMK curHanbHoro nytm Fas/FasL [68]
BOCMNaMUTENbHbIE KMETKW, MonaBlMe B MEPEeAHIo Kamepy
rnasa, NpeTepneBaloT anonTo3, 3a CYET Yero MHrMbupytoTcs
UMMYHHblE peaKkunu. Ha noBepxHOCTU 3nNUTENUOLMTOB pec-
HWYHOIO Tena, PajyK1 3KCMPECCUPYIOTCS MHIMBUTOPLI aKTU-
BaLMW KOMMIEMEHTa, YTO, B CBOIO O4epeb, NpeaoTepallaeTt
KOMMJIEMEHT-aCcCOLMNPOBaAHHOE NOparKeHMe TKaHen.

PD1-curHanbHbIM MyTb, BEPOSATHO, TaKXe MOXEeT Cno-
cobcTBOBaTh rmbenn apdeKTopHbiX T-KNETOK nyTem anon-
TO3a aHanornyHo nytm Fas/FaslL, HO U nmeeT noTeHunan
cofencTsoBatb pasBuUTUIO U GYHKLMOHUPOBaHUIO T-pery-
natopoB [69]. MNapeHxMmaTo3Hble KNETKWM rnasa in vitro
NpoAeMOHCTPMUPOBaANN CNOCOBHOCTb K MOAYNSALNK T-KNETOK
¢ dopmupoBaHMeEM T-perynsaTopHbIX KIETOK 3a CYeT 3KC-
npeccumn FasL [70], PDL1 [71], CTLA4 [72] n CTLA2-6en-
KoB [73]. TakuM 06pa30M, KNETKU PadyXKW, LMINMapHOro
Tena v MUrMEeHTHOro ANUTEeNUs ceTYaTKM co34alT UMMYHO-
CynpeccuBHYI0O MUKpocpeay [74].

T-perynatopbl, BnepBble onucaHHble S. Sakaguchi
M coaBT. [75], cocTaBNSAOT YHUKaNbHYIO NONynAumMio T-KNEeTOoK,
KOTOpble MOryT crneuuMduyecku nogasBnsaTb nponundepaumio
WKW OEVCTBUE APYrMX UMMYHHBIX KNETOK, ABASIOTCS KIOYEBbI-
MW KNneTKamu B MOAAEPXKAHWUM ayTOTONIEPAHTHOCTU, OHAKO
KaK UMEHHO OHM CNOCOBCTBYIOT NOAAEPHKAHNIO UMMYHONOIM-
YEeCKOM NPUBUIETMPOBAHHOCTU M HACKOIbKO GONbLUYIO POSib
WUrpatT B 3TOM Mpouecce, HEACHO. Y MbIlIEN C OnpeaeneH-
HbIMW MMMYHOZebULMUTaMK, CBA3aHHbIMK C T-perynaropamu,
He HabnogaeTcs BocnanuTeNbHblX 3aboneBaHuin ras, 4Tto
MOXET YKasblBaTb Ha TO, YTO NGO T-perynstopbl He BHOCAT
BKNa4 B MMMYHOIOTMYECKYIO MPUBUIENMPOBAHHOCTbL Masa,
6o «MoAo6HbleE MMMYHOIOMMYECKON MPUBUIErMPOBAHHO-
CTW» TKaHecneuudUYecKne MexaHM3Mbl LOCTAaTOYHbl AN4
noaaepx aHus UMMYHHOM TOJIEPAHTHOCTM B rnasy [65].

YCTaHOBNEHO yBeNMYeHWe yncna T-perynsiTopHbIX UM-
douutoB B 06pa3uax nepudepmuyeckon KpoBM U CUHOBUANb-
HOW *MAKOCTM naumeHToB ¢ KOMA [76, 77], Toraa Kak y nauu-
€HTOB C YBEUTOM YMC/IO LMPKYIUPYIOWMX T-perynsiTopHbIX

KNETOK HWMKe B nepudepuyeckon Kposu [65]. PeTuHoeBas
KucnoTa, npoayuupyemasi OeHAPUTHbIMU KIEeTKaMu CNu-
3UCTON 060M0YKM KuweyHnKka CD103* 6bina onpepeneHa
KaK OCHOBHOW MHAYKTOP T-perynsaTopoB B KulleyHuKe [78].
B nccnepgoBaHusx in vitro peTMHoeBas KMCnoTa, npoayuunpy-
emMasi MUrMEHTHbIMKU 3MUTENUaNbHLIMU KIETKAMK CETHATKK,
obnagana aHanornyHbiM genctevem [79]. UHayuupytouee
LeNcTBMe PETMHOEBOM KUCNOTbI Ha T-perynatopbl ocyliecT-
B/SI0Cb Yepes B3anmognencrame ¢ TGF-B [80].

MbllwK ¢ 0ePUUUTOM BUTAMUHaA A He MOIM TpaHcHOPMU-
poBaTb HauBHble T-KNETKM B T-perynsaTopHble B HEBOCMANEH-
HOM rnasy in vivo n3-3a OTCYTCTBMS SIOKaNIbHO NPOAyLIMPYyEMON
PETUHOEBOW KUCNOTbl AEHAPUTHBIMU KNeTKaMu rnasa [81].

B ycnoBusix aKTMBHOIO 3KCMEPUMEHTANIbHOIO ayToMM-
MYHHOrO yBeopeTuHuTa 3pdeKTOpHble T-KNETKU He TpaHc-
dopmupoBanuce B T-perynatopsl, 4To npeanonaraeT notepto
3TOM0 KOMMOHEHTa WMMMYHHOW TONEpPaHTHOCTUM BO BpeEMS
BocnaneHus [65].

lMpeanonoxeHne o MOTEHUMANbHON PONW PETUHOEBOM
KWUCNOTbl B UMMYHO/IOTMYECKON NPUBUNETMPOBAHHOCTHK Ma-
3a OCHOBAHO Ha BbICOKMX KOHLEHTPaLUSaX PETUHOMAOB, yya-
CTBYIOLIMX B 3PUTENILHOM LMKNE. INUTENNIA CETYATKM Bblpa-
6aTbiBaeT o4uMH M3 depmeHToB (RALDh10), HeobxoanMbIN
ANS nNpeBpalleHns peTuHans (BUTaMuHa A) B pPeTMHOEBYIO
Kucnoty. All-TpaHc-peTuHanb cnocobeH MHAYLMPOBATb KOH-
Bepcuto T-perynaTopHbIX KIETOK in vitro, a peTuHanb-uHay-
UMpoBaHHble T-perynatopHble KNeTKn 6onee aPpdEKTUBHO
cynpeccupoBanu T-addeKTopsbl [82].

Bonblias 4yacTb PETMHOMAOB B MUIMEHTHOM 3MUTENUM
CeTYaTKM, EC/IM OHU HE UCMONb3YIOTCSA B 3PUTENILHOM LIMKIIE,
XPaHATCS B BUE HEAKTUBHbIX PETUHUIOBbLIX 3OUPOB U Npe-
BpallatoTcs B peTuHanb depmeHtom RALDh10, ecnu ypo-
BEHb BUTamMMHa A B KpOBM CHUXKaeTca. [JoKasaTtenbCTBa
in vivo, 4TO pPEeTMHOMAbl 3PUTENBHOrO LMKAa Yy4yacTBYHOT
B MMMYHONOIMMYECKOW NPUBUNETMPOBAHHOCTH, OTCYTCTBYIOT,
BEPOSATHO, MOTOMY HTO MX BbIXOA U3 3PUTENBHOIO LIMKSIa CTPO-
ro perynupyetcs [65]. Heo6xoaMMO OTMETUTb, YTO B TKaHAX
rnasa CyllecTBYIOT OBGLWIMPHbIE CETU PE3UAEHTHbIX AEHAPUT-
HbIX KIETOK, KOTOpble, BEPOATHO, MOTYT ObiTb MCTOYHUKOM
PETUHOUAOB A9 MHAYKLMKN T-perynaTopHbix KNeToK [83].

PaspaboTaHO HECKONbKO NabopaTopHbiX MoAenew,
KOTOpble MO3BOAAIOT 60see NoApo6HO M3y4yuTb nartore-
He3 ayTOMMMYHHbIX YyBEWTOB, B Tom uvucne HOUA-accoum-
MpOBaHHbIX [37].

MepBoN M3 TakUX MoAenen ABnseTcs aKCnepumeHTanb-
HbI @YyTOMMMYHHbI YBEOPETUHUT — 3TO NPOTOTUMMUYECKOE
T-kKneTo4yHO onocpefoBaHHOE ayTOMMMYyHHOe 3aboseBaHue,
NpU KOTOPOM LeNIeBOM TKaHbiO ABASETCS HEeMPO3aNUTENUN
ceTyaTKU. 3aboneBaHWe XxapaKTepusyeTcs ABYCTOPOHHUM
YBEUTOM, PETUHUTOM W MUHEASIMTOM, KOTOpblE Pa3BMBAIOT-
ca 4yeped 2-3 Hepj nocfie MMMyHU3auuu GoTopeLenTop-
cneundunyecknmm aHtureHamu [84]. PasnunyHble OYMLLEH-
Hble GOTOPELENTOPHbIE aHTUIEHbl BKIOYAIOT PEeTUHASbHbIN
aHTureH S [85] M MexXPOTOpeuenTOPHbIM PETUHOUACBS-
3biBatowmnn 6enok (IRBP) [86], pogoncuH [87], oncuH [88],
peKkoBepuH [89] 1 docayumH [90]. 3To 3aboneBaHne, onoc-
pepoBaHHoe T-Knetkamu CD4*, npuBOAMT K pas3pylleHUIo
GOTOPELENTOPHbIX KIETOK B TeYeHMe Mecsala C npeodb-
najaHuem Thil-otBeta [91]. KnuHW4eckn HabnopatoTtcs
HerpaHynemMaTo3Hbli nepeaHuit YBEUT, BUTPEUT U 04arosas
MHPUNBTPaLMS CETHATKK, a TaKKe cybpeTuHasbHble UHOUb-
TpaTbl U nepudnebut. B octpon dase nponcxoaut yBenunde-
HMWE KOMM4YecTBa MNPOBOCMANIUTENbHbIX LIMTOKMHOB, Bblpa-
6aTbiBaeMblx Thl-KneTkamu, B TO BPEMS KaK 3Kcnpeccus
LIMTOKMHOB, BblpabaTtbiBaeMbix Th2-KneTkamu, Takux Kak
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nHTepnenkuH (IL) 4 n IL-10, yBenmymBaeTcss OqHOBPEMEHHO
UK Ha 6onee NO34HMX CTaAaMSX, YTO YKa3blBaeT Ha BaXKHYIO
pO/ib 3TWX LIUTOKMHOB B pa3pelleHnn 3aboneBaxus [84, 91].

BBeaeHne peTMHanbHbIX aHTUrEHOB per 0S WKW UHTPaHa-
3a/1bHO OKa3blBaeT 3alMTHOE JENCTBME B MOAENN IKCMEPU-
MEHTa/IbHOr0 ayTOMMMYHHOrO YBEWTa 3a CYET MOBbIWEHUS
YPOBHS UUTOKMHOB Th2 [84]. 3Ta Moaenb LOBOJSIbHO TOYHO
oTpakaeT 3aboneBaHue y nogen, BoO3HUKalolwee 6e3 onpe-
nensiemoro MHGEKUMOHHOro Tpurrepa. B ocHoBe HapylleHus
MMMYHOJIOrMYECKOMN TONEePaHTHOCTU B 3TOM MOAENN paccma-
TPMBAIOTCH KaK OrpaHn4yeHHas aHeprus T-KNeToK, TaKk 1 BO3-
MOXHO€ YKNOHEHWE aHTUreHOB OT cekBecTpauun [34, 92].
MepBble BOCNanuTeNbHble KNETKWU, MPOHMKAalOWME B TKaHMU,
NpeacTaBnaoT CO60M yd-NoJoOHble T-KIETKU, CeKpeTupy-
towne IL-17 [93]. OHuM y4yacTBylOT B pa3Butun IRBP-uH-
LyLMPOBAHHOIO ayTOMMMYHHOIO YBEOPETUHUTa, KOTOpPbIH
npoBoLMpYyeTCa BBeAEHWEM aMynbcun ¢ nentngom IRBP us
rnasa, nosiHbiM agbtoBaHTOM PpeirHa, AOMONHEHHbIM UHAK-
TMBUPOBaHHbIMU KneTkaMun Mycobacterium tuberculosis,
a TaKXe BHYTPUOPIOWMHHOM MHBbEKUUEN TOKCcUHa Bordetella
pertussis [94]. ~«dT-kneTkn ob6nagatloT peryiaTopHon
[95-97] v npoBocnanuTenbHon GyHKUMaMK [94] B naTtore-
He3e ayTOMMMYHHOI0 yBeopeTuHUTa. MIHTEHCMBHOCTb BOCMa-
NEeHNs B MOLENN IKCMEPUMEHTANIbHOMO YBEOPETUHUTA YMEHb-
waeTtcs o6paTHO MNPOMOPLMOHANLHO YBENWYEHUIO Yucna
perynatopHbix T-knetok CD4*CD25*FoxP3, KoTopble HaKa-
NAMBalOTCA U CNOCOBCTBYIOT pa3pelleHnto BocnaneHuns [65].

[pyron Ba)HOM Moenbio ABASETCH IKCNepuMeHTab-
HbIH ayTOMMMYHHbIM MeNaHWH-UHAYLUMPOBAHHbIN NepeaHum
yBEWT, BbI3BaHHbIN CEHCUOUNN3aLMeEn K OGeKy, accouuu-
POBaHHOMY C MENlaHMHOM KPYMHOro poratoro cKoTta, Mpo-
UCXOASLLEMY M3 PafyKKM U LMAKapHOro Tena. 31a mMogesb
HanmoMWHaeT OCTpylo nepefHioo GopMy yBeuTa y YenoBeka.
Mopdonornyeckn ato OCTpbIM NepeaHuin yBewT C BOBJie-
YeHMeM Xopuouaeu, KOTOPbIM paspelaetcs B TevyeHue
mMecsua [98]. YctaHoBneHo npeobnagaHue T-knetok CD4*
Hag T-kneTkamu CD8* n makpodaramu [99], yto paccmar-
puBaeTCa KaK peaKuus rMnepyyBCTBUTENIbHOCTM 3amef-
JIEHHOTO TWNa, HanpaBneHHas MNPOTUB ayTOaHTUIEHOB,
3KCMpeccUpyemblx aNuUTENIMEM MepeaHer Kamepbl rnasa
[98, 100]. 3ta mogenb saBnsetTca 60siee TOYHOM MOAENbIO
FOMA-accouMnpoBaHHOroO yBenUTa y aeten, Tak Kak MMMYHO-
rTMCTOXMMUYECKMI aHann3 6MoNTaToB rna3a nokasan npeoob-
napaHue T-knetok CD4* no cpaBHeHuto ¢ T-kneTkamu CD8*
n B-knetkamn CD20* [46]. T-kneTkn CD4*+ noatunos Thi
n Th1l7 npogyumnpytoT uHtepdpepoH ramma (IFN-y) u IL-17
cooTBeTCcTBEHHO [84, 101, 102]. MNpotnBoBOCHanuUTENbHbIE
3bdEKTbl 3TUX KNETOK ypaBHOBELIMBAIOTCA PerynsaTopHbl-
Mn T-kneTkamn CD4*CD25*FoxP3* M uHAyUMPOBaAHHbIMM
T-perynaTtopHbIMK KNETKAMM, OAHAKO TOYHbIE PONW NOArpynn
T-KNEeToK B nNaToreHese yBeuTa eLle NOSHOCTbIO He onpeje-
neHbl [46, 103, 104].

Heo6xoanMmMo yuyuTbiBaTh TOT akKT, YTO T-KNETKM TaKxke
NPMHUMAIOT aKTMBHOE y4yacTMe B MaTOreHe3e CyCcTaBHOMo
nopaxexus npu KOMA npu nomoLmM aHanorMyHbIX NPOBOC-
nanuTeNbHbIX LUMTOKMHOB WM CUMHabHbIX NyTEN, 4TO MOXET
ObITb CBA3YIOWMM 3BEHOM B MatoreHese yBeuTa U apTputa
npu FOUA. Mpn FONA Thl-KkneTkn npeobnagatoT B CUHOBMASIb-
HOWM TKaHW, U LUIMTOKKHbI, BbipabaTbiBaemble MU, CHUTALOTCSH
KNIOYEBBLIMM B MaToreHe3e XpoHuyecKoro aptputa [105].
Bblna nokasaHa BaXHOCTb Th17-KNeToK, CNOCOGHbIX CUHTE-
3upoBaTb IL-17, B natoreHe3e HOMNA [106-108]. K. Nistala
M coaBT. Nokasdanu, 410 Th17-nMmbOoLnTbl MPUCYTCTBYIOT
B 60/IbLLIOM KOMMYECTBE B CUHOBUANbHOM XNAKOCTU y NaLu-
eHToB ¢ FOWA [109].

HecmoTpsa Ha yBENMYEHHOE YUCNO PEryaaTOpPHbIX T-Kie-
TOK B CMHOBMANbHOM MWMAKOCTM OeTen ¢ aKTMBHbiM HOUA
Nno CpaBHEHMIO C NepudeprnyecKon KpoBblo, NMO-BUAMMOMY,
OHW He CrnocobHbl perynnMpoBaTbh Kackag BOCManMTENbHbIX
peaKkuuin B cycTaBax y AeTen C A/INTENbHbIM CTaxeM 60/1e3-
HUK [109]. E.J. Wehrens 1 coaBT. noKasasnu, 4To 3aGPEKTOPHbIE
T-KNEeTKM, NoNyYeHHble U3 CUHOBUANIbHOM UAKOCTU Y Nauu-
E€HTOB C ONMroapTUKynapHbiM FOWA, cTaHOBATCS MeHee BOC-
NPUUMYUBBLIMU K PEryasiLumM CO CTOPOHbI T-perynsatopHbiX
KJETOK B o4are BocnaseHus. 1o ConpoTuBaeHMe nogase-
HWIO CO CTOPOHbI T-perynsTopoB CBSI3aHO C runepakTuBa-
uMen npotemHkuHasbl Tuna B (PKB/c-akt) B adpdeKTOpHbIX
T-knetkax [110]. JaHHoe wuccrnefoBaHWe MNoKasblBaeT, YTo
PErynsTOPHbIA KOMMOHEHT MMMYHOIOTMYECKON TONIePaHTHO-
CTU YTEPSIH HE TOIbKO MHTPAOKY/IIPHO, HO M SKCTPAOKYNSIPHO,
4TO, BEPOATHO, IBASETCH CBA3YIOLLMM 3BEHOM B NaToreHese
BOCMNaNUTENbHOIO NopaxeHus rnas3 u cyctasos npu HOUNA.

YcTtaHOBNEHO, 4TO 6noKaTopbl daKTopa HeKpo3a ony-
xonu anbda (TNF-a) cHwKalT aKTuBHOCTb PKB/c-akt
B 9 dEKTOPHbIX T-KeTKax, NoNyYeHHbIX U3 CUHOBHWaNbHOM
MOKOCTM MALMEHTOB C aKTUBHbIM ONUIOapTUKYISPHbBIM
BapuaHtom KOWA in vitro, 4To NnpMBOAMNO K 60N€e MHTEH-
CMBHOMY WX MOAABJ/IEHUIO CO CTOPOHbI T-perynaTtopHbIX
KNeToK. JleyeHune ataHepuenTom (6nokatopbl TNF-a) nayu-
eHToB ¢ OMA gemMoHcTpupoBano ex vivo, 4To adpdeKTop-
Hble T-KNEeTKM BOCCTaHaBIMBAOT CBOK YyBCTBWUTEbHOCTb
Nno OTHOLIEHUIO K nojaBnstouwen GyHkumm T-perynatopos
nocne 2-3 mec neveHuns [111]. BeposiTHO, 3TOT e npouecc
NPOUCXOANT M TKaHSX rMmasa. Bo3aMoXHO, B3aumMoaencTeme
T-perynatopoB u T-abdeKTopoB onpegenseT teyeHne OUA,
n 6yayuine TepaneBTUYECKUE BMeLlaTeNbCTBA AO/MKHbI y4u-
TbiBaTb 3TOT daKT [37].

B natoreHese HEMHPEKLMOHHOIO YBEUTA BaXKHYIO POJib
UrpatoT He ToNbKo T-, HO U B-numdounTtbl. JokazatenbcTa
ponu B-numdounToB B nNatoreHede MNOATBEPXKAAOTCH
TPAHCKPUNTOMHbBIM U MPOTEOMHbIM aHaIM30M TKaHUW pagy»K-
KW M BOASHUCTOM Bnaru. Y nauMeHToB C YBEUTOM, CBA3aH-
HbiIM ¢ HOWA, no cpaBHEHMIO C MauMeHTaMn C NEPBUYHOM
OTKPbITOYrOJIbHOM T[NayKoMOM 3Ha4yuTeNbHO MOBbIEHA
3KCMNPeCcUs reHoB, accoLMMpoBaHHbIX ¢ B-numdountamu,
BKtovass CD19 u CD20 [112]. Ha ypoBHe 6G€eNKOB TaKKe
Habnoganca 6onee BbICOKMW YyPOBEHb 3KCMPECCUN KOM-
NOHEHTOB MMMyHornobynuHa, BAFF, APRIL, IL-6 n 6enKa,
cBsizaHHoro ¢ B-numdoumntamu, MZB1.

B cpaBHeHuM ¢ o6pasuamu OT 3[40POBbLIX NlOAEN
n nauneHTtoB ¢ IOMA 6e3 yBeuTa aHTMTENa y NauMeHTOB
¢ KOMA-accoumMnpoBaHHbIM YBEUTOM 3HAYUTENbHO Yalye
CBS3bIBaNUCh C 6eNKaMu pajy>KKu (60K TENI0BOro WoKa
C MofieKynspHon maccon 71 Ka n KepaTuH). NOCKONbKY
o6pa3ubl KpoBKM Gblin B35ATbl NOCNe pa3BUTUS yBeEWUTa,
HESICHO, ABNSIOTCA NIM aHTUMOKYNSPHblE aHTUTEeNa 4YacTblo
NPUYUHBI UK cneacTBus 3abonesaHuns. B 6yayuiem cepuit-
Hble 06pa3Lbl CbIBOPOTKM, B3ATble OT nauumeHToB ¢ HOUA
[10 ¥ Mocnie Havyana yBeuTa, Moru 6bl MO3BONNUTb UCCEeO-
BaTb NOTEHUMaANbHOE MPOrHOCTUYECKOE 3HAYEeHUEe aHTUTeN
K 6enKaM rnasa.

BaxkHaa ponb B naTtoreHese yBEWUTOB MPUHALNEKUT
XEMOKMH-0MOCPEf0BaHHbIM CUrHaNbHbLIM MyTSM, CBA3aHHbIM
C NpoBOCNaNnUTENIbHOM aKTMBHOCTbIO MakpodaroB B TKaHSX
rnasa 3a CYeT CeKpeuun LMTOKMHOB M XEMOKMHOB [46].
BeposiTHO, CUCTEMHbIE CUrHaNbl OT XEMOKWHOB W [APYrux
MOJIEKYNT «MOArOTABAMBAIOT MyTb» Yepe3 IHAOTENMN Ans
MMMYHOKOMIMETEHTHbIX KNeToK [113-115], 6narofaps yemy
aKTMBUpOBaHHble T-KNETKM CMOCOOHbI Mnepecevyb remope-
TUHaNbHbIA 6apbep, UFHOPUPYS MeXaHWU3Mbl UMMYHONOIU-



YecKoM TofiepaHTHOCTU. B nccnegoBaHumn OeTen ¢ yBeUTOM,

accoumunpoBaHHbiM ¢ FOUA, ypoBHu IL-2, IL-6, IL-13, IL-18,

IFN-y, TNF-a, pactBOoprMoOro ICAM-1 (Take M3BECTHOI0 Kak

CD54), CCL5 1 CXCL10 B BOASIHUCTOM Bnare 6binv 3Ha4YW-

TENbHO BbILLE, YEM Y KOHTPOJIbHOW rpynnbl 6e€3 yBeuTa [116].
BblM nony4yeHbl BeCcbMa CMOPHbIE AaHHble O TOM, YTO

annepruyeckume 6GONE3HU MOryT accouuupoBaTtb C 6onee

BbICOKMM PUCKOM pasButua yeeuta [117]. [MauueHTsbl

C annepruyeckMmMm u aTonMYeCKUMM COCTOSIHUSIMU MOA-

BEpratTCcs MOBbILWEHHOMY PUCKY Pa3BUTUS ayTOMMMYHHbIX

3aboneBaHum [118]. YuutbiBas natoreHes annepruyeckux/

aTONUYECKMX U ayTOMMMYHHbIX 60ne3Hew, TPyaHO YCTaHo-

BUTb, SBASIOTCS /M 3TWU accoumnaumm NPUYUHHO-CNEeACTBEH-

HbIMW MW e 3Ta B3aWMOCBSI3b — OTPaXKEHMEe HapyLeHUN

OYHKUMM MMMYHHOW CUCTEMBI, NeXallMx B OCHOBe 3ab6o-

nesaHus. HeobxoAMMO npoBefeHue AanbHEWWnx wuccne-

[JOBaHWW, HaNpaB/iEHHbIX Ha YCTaHOBMIEHWE MPUPOAbI 3TOWM

B3anMmMocBA3M [117] ¢ y4eTOM [daHHbIX O 60/iee BbICOKUX

puckax passutua tOUA y feteit ¢ annepruyecknmun 6ones-

HAMM [119], B TOM 4ncne ¢ nuuieBon annepruen [120, 121].
Henb3s He OTMETUTb MOMbITKM ONpeaennTb HOBble GaKTo-

pbl PUCKa pPa3BUTUS YBEWUTA, @ MMEHHO CBSI3b C GbITOBLIMMU,

anuMaepManbHbIMKU, MblbLEBLIMU @HTUFEHAMW, CE30HHO-

CTblO, ypoBHEM BMUTaMuHa D. TaK, B3aMMOCBS3b MeXAy

ypoBHeM BuTamuHa D n HOMA-accouMnpoBaHHbIM YBEUTOM

MOXHO MpPeanofnioXuTb Ha OCHOBaHWM Pe3ynbTaToB MCCie-

[I0BaHWs, MOCBSLEHHOrO ponuM BuTammHa D B naTtoreHe-

3e HeWHbEKUMOHHOro yBeuta y B3pocnbix (3348 nauu-

€HTOB), B KOTOPOM O6blI0 OGHapPYXEHO CHWXEHWE pUCKa
pa3BuTHS yBenTa Ha 21% npu HOpMaibHOM YPOBHE BUTaMMU-

Ha MO CPaBHEHWMIO C HU3KKM (< 20 Hr/Mn) ero coaepaHu-

eM [122]. TaKkKe 6bl/I0 NOKa3aHO CHUXKEHWE 4YacToTbl pa3Bu-

s KOMA-accounnpoBaHHOIO yBeUTa OCEHbIO M MOBbIWEHUE

3umon [123]. C. Sengler n coaBT. NPOAEMOHCTPUPOBANH, YTO

[0CTaTOYHbIN YpOBEHb BUTaMUHa D cBA3aH CO CHUXEHUEM

pucKa pas3BuTUS yBeuTa [124], accoumnmnpoBaHHoro ¢ HOUA.

Bo3MOXKHO, CE30HHOCTb M ypoBEHb BMTaMWHa D aBngatoTca

B3aMMOCBSA3aHHbIMKU GaKTopamu, BAUSIOLMMHK Ha PUCK pas-

BUTWUS YBEUTA, MO HECKONbKUM MPUYUHAM:

1) B nocnegHue rogpl Bce 60sblue CTaHOBUTCH M3BECTHO
0 dyHKUMAX BUMTaMMHa D v ero cBsian ¢ ayTOUMMYHHbI-
MW 3ab0sieBaHUAMU, B CBA3M C YEM TMMNOBUTaMMHO3 D
MOXET ObITb GaKTOPOM pUCKa YBEUTa;

2) KonebaHus ypoBHS BUTaMuHa D MoryT 6biTb B3aMMOCBS-
3aHbl C CE30HHOCTbLIO MM KaKUM-TMBO ApYrMM cpefoBbiM
daKTopom.

OfHaKo K 3TMM AaHHbIM crnefyeT OTHOCUTbCS € 60b-
LLIOW OCTOPOXKHOCTbIO, OHW TPEOBYIOT TWaTelbHOM MPOBEPKM
W JanbHEeWWnX MCcCnefoBaHWM B CBSA3SM C OrpaHUYEHHbIM
nynom MMetoLmxcs ceBegeHnin. CTOUT yuuTbiBaTb, YTO BpeMs
yCTaHOB/IEHWS AMarHo3a yBeuTa, accoummpoBaHHoro ¢ OMA,
MOXET CW/IbHO Pa3HWUTLCA C MOMEHTOM Hayana Bochnanu-
TEeNbHOro npoLecca, Takum 06pa3oM, ypoBeHb BUTammHa D
B MOMEHT MOCTAHOBKM AMArHo3a MOXET He OTpaaTb ero
peanbHbI YypOBEHb Ha MOMEHT AebloTa 3aboneBaHums.

KIUHUYECKME NPOABJIEHUA U AUATHOCTUKA

CUMNTOMbI U OCHOBHbIE NPU3HAKKU yBEeuta

YBeuTbl, BCTpevawowmecs y geten ¢ HOUA, MOXKHO
pas3genntb Ha ABe rpynnbl, pasnuyHble MO KIMHWYECKON

MaHudecTaumu.

1. lNepeaHnn XPOHUYECKUM 6eCCMMMITOMHbINM/Manocum-
MTOMHbIM YBEUT, 4Yalle BCTPeYalolWMiCcs Yy NauueHToB
¢ AH®-no3uTMBHBLIMM BapuaHTamu HOUA. 3Tn yBeuThl
XapaKTepuaylTca 4e6loToM B paHHEM BO3pacTe, Xpo-

HUYECKMM OECCUMMNTOMHbLIM TEYEHMEM, BHELIHE «Cro-
KOMHbIM» [N1a30M, 6€3 XxapaKTepHbIX CUMMOTOMOB, TaKMX
Kak ¢otodobus, 601b, CUHAPOM «KpacHoro rnasa» [5].
3TW yBEWUTbI NPUBOAAT K MOCNEAYIOWNM XMPYPrUYECKUM
OCJ/IO}KHEHMAM M COMPOBOXKAAIOTCH PUCKOM HEOBPaTUMO-
FO CHUXXEHUS OCTPOTbI 3PEHMUS.

2. OcTpblvt NeEpefHU yBeuT. XapaKTepusyeTcs SpKOM MaHu-
decTaumen B BUAe cMHAPOMa «KpacHoro rnasar, Gpotodo-
61K, C NPENMYLLECTBEHHO OAHOCTOPOHHMUM MOpPaXeHnem
M 06bIYHO HE NPUYMHSET CUIBHOIO Bpeaa 3PEHMUIO B J0/-
rocpoyHon nepcnektuee. OJHAKO YacTb OCTPbIX YBEM-
TOB TaKe MOryT UMeTb Cepbe3Hble TeYeHUEe U UCXOL.
3TW yBEUTbI Yalle acCOLMMUPYIOT C IHTE3UT-acCoLMMPO-
BaHHbIM apTPUTOM/CMOHANI0APTPUTOM, HOCUTENILCTBOM
aHTureHa HLA-B27.

MeToabl AUArHOCTUKU

YBeuTbl Yy AeTel CNOXHbl B AMArHOCTUKE B PYTUHHOM
neauMaTpuyecKon MNpakTUKE — KaK M3-3a 0COOEHHOCTEN
TeyeHus (6eccMMNTOMHOE/MaNoCMMNTOMHOE), Tak U U3-3a
CNOXKHOCTEN B BepbanibHOM KOMMYHUKaLUK 1 o6cnegoBaHnm
(heTv paHHero Bo3pacra), YTo NpeAcTaBisieT CEPbE3HYIO KIn-
HUYeCKylo Npobnemy. PekoMeHaaLmm Mo NPOBEAEHUIO CKPU-
HUHIOBbLIX MEPOMPUSATUI Y AETEN C apTpUTammn paspaboTaHbl
BO MHOrux crtpaHax: CLUA [125], Bennko6bputaHum [126],
lfepmanun [25, 127], KaHage [128], dunnaHaum [129],
Poccuickonm depepaumn [130].

[eTtn ¢ nogo3peHnem Ha KOMA gonxHbl 6bITb 06CnenoBa-
Hbl 0GTaIbMO/IOrOM B MOJHOM 06beME, YTO BKIIOHAET B cebs
OLIEHKY OCTPOTbl 3PEHUST C M3MEPEHUEM BHYTPUIIA3HOIO
[JaBNeHus, a Takke obsa3aTelbHoe NpoBeaeHne GMOMUKPO-
CKOMWW rnasa B TeyeHue 6 Hej C MOMEHTa NOoAO03peHUs Ha
HOMA pa)ke npu OTCYTCTBUU KIIMHUYECKUX NPU3HAKOB Mopa-
EeHUS rnas, a B c/lydae eciv UMeloTcst Kakne-nnbo obrasnb-
MOJIOrMYECKNE CUMMTOMbI, TO B Te4eHue Hegenu [125].

C Lenblo CBOEBPEMEHHOW ANArHOCTUKM NopaxeHus ras
y aeten ¢ FOMA naumneHTbl pasaeneHbl Ha ABe rpynnbl: rpynna
HU3KOIr0 M YMEPEHHOIO PMUCKa, rpyrnmna BbICOKOro pUCKa pas-
BUTUS yBEUTA.

K rpynne ¢ HU3KUM U YMEPEHHbIM PUCKOM OTHOCATCA
nauuneHTol [125]:

e cepoHeraTMBHble No AHD;

e c BO3pactoM ge6tota FOUA 7 net u ctapuie;

* c npoaomxkutenbHocTbio FOWA 6onee 4 ner;

e C cucTeMHbiM HOWUA, nO3UTUBHbLIM MO peBMaTOMOHOMY
daKTopy MNOAMapPTPUTOM M 3SHTE3UT-aCCOLIMMPOBAHHbLIM
apTPUTOM.

[eT C HW3KUM U YMEPEHHbIM PUCKOM [AOMKHbI Mpo-
XoauTb odTanbMosiornyeckoe ob6cnegoBaHne Kaxkible
6-12 mec [125].

K rpynne BbICOKOrO puUCKa pa3BUTWUS yBEUTa OTHOCATCS
naumeHTbl [125]:
® C ONUrOapTUKYNSIPHbIM, MONMAPTUKYNSPHLIM CepoHera-

TUBHbIM, MCOPUATUMYECKUM, HeandbepeHUMPOBaHHbIM

noatTunamu HOUA;

e c BO3pactoM aebtota FOUA no 7 net [47, 125];

®  Cepono3nTuBHbie No AH®;

® O CTa)Kem 3aboneBaHus MeHee 4 nerT.

Bce getv 1M noapoCTKM C BbICOKMM PUCKOM pPasBUTUS
yBeuTa AO/MKHbl NPOXOAUTb 0PTaNbMONOrMYECKUI CKPUHWUHT
Kaxgable 3 mec [125].

B HacTosiliee BpeMs BblAENEHbI CieaylolMe U3BECTHbIE
daKTopbl pUCKa AN pa3BUTUS ManOCMMMNTOMHOIO XPOHU-
YeCKOro nepejHero yBeuTa: XKEHCKUM MOoJ, ONUroapTUKY-
napHbi noatnun KOUA, ceponosntnBHOCTb Mo AH® u aebioT
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IOWA < 7 net [7, 33, 131-133]. OgHaKo pag aBTOPOB yXKe
He CYMTAIOT KEHCKMM Non GaKTOPOM PUCKa pa3BUTUA yBe-
uta y nauuneHtoB ¢ tOMA [134]. daKkTopamMun pucka OCTporo
cuMnTOMaTMYeCcKoro yeeuta y geten ¢ tOMA aBnsioTca Myx-
CKOW Nos 1 HOCUTENbCTBO aHTUreHa HLA-B27 [12].

MHOeCTBO nccnegoBaHMmn OGbiv HanpaB/ieHbl Ha MPo-
BEpKYy W Banupauuio aTux Kputepues [135]. lpeanpu-
HUManUCb NOMbITKK ONpefennTb Hanbonee 4YyBCTBUTESb-
HbIA TUTP @HTUHYKIEAPHbIX aHTUTEN AN NPOrHO3MPOBAHUSA
pucka yeBeuta npu HOWUA, oaHaKO n3-3a reteporeHHo-
CTU [daHHbIX K HWM crneayeT OTHOCWUTbCA C OCTOPOXK-
HocTblo [136]. PaKTOpamu pUcKa M NpeanKTopamu Taxe-
IOr0 yBeuTa C Haln4YMeM OCJIOXKHEHUW OblIN MYXKCKOM
noJi, KOPOTKOE BPEMS MEXAy MOCTaHOBKOM [AMarHO30B
apTpuTa U yBeuTa 60 yBEUT, NPEALLIECTBYIOWMNN apTPUTY,
HannMyne cuHexun npu nepsom ocmoTpe [13, 137, 138].
PeTpocnekTMBHOe uccnegoBaHWe MNPOAEMOHCTPUPOBAIo
XyAlKne Ucxodbl y Manb4MKOB MO CPaBHEHWIO C AeBOYKaMM
B xo4e HabnoaeHus B TedeHue 1 un 3 net [138]. PaKTopbl
puUCKa MnoTepu 3PEHUS U3ydHanuCb B PETPOCMEKTUBHOM
nccnegoBaHuK, BKOYaBweM 596 noparKeHHbIX rnas.
YacTtoTa pa3BUTMA HOBbIX [la3HbIX OC/O0XHEHUW Oblfia
3HAYUTENbHO HUXKE Y TEX, Y KOro He Obl10 OCNOXHEHWUN
npu NepBMYHOM OCMOTPE. [JBYCTOPOHHUIM YBEWUT, aKTUBHbIN
yBeuT, 6onee AnuTeNnbHas MPOAOMIKMTENbHOCTb YBEWTA,
HannynMe 3aAHUX CUHEXMW, aHOMasibHOE BHYTPUINIA3Hoe
[JaBneHue u npegwecteyloline odtanbMoSIOrMHECKHUE one-
pauuu B aHamHese 6bl/iv CBA3aHbl C yXyAWEHUEM 3PEHUS
B xofe HabnogeHusa [139].

Bbinu ycTaHOBNEHbI GaKTOPbI, MPOTEKTUBHbIE B OTHOLLE-
HUK yBewuTa: febtoT FOMA B Bo3pacTe cTaple 5 net, Tepanus
aganumymatbom [140].

Ba)XHO OTMETUTb, YTO KaK MNPUMEHEHUE TOMUYECKMUX
rMIIOKOKOPTUKOMAOB, Tak U BOCManeHne YBENMYMBAIOT PUCK
BHYTPUINA3HOW TMNEPTEH3UN U [NAyKOMbl, MO3TOMY BaX-
HO PerynsipHo U3mepsiTb BHYTpUrnasHoe fgasneHue. [oBbl-
WeHWe BHYTPUINIA3HOro AaBleHUs B Xofde 3abofieBaHus
6bII0 OTMEYEHO [aXe Npu OTCYTCTBMM aKTMBHOIO Bocnane-
HUa B 25 (60%) n3 42 nopaxkeHHbix rmas [141].

MeToabl OLLeHKU aKTUBHOCTU YBEUTOB

[na nNpaBWIbHOM OLEHKM aKTMBHOCTW BHYTPUINIA3HOMO
BOCMaNeHns N oueHKN apdEKTUBHOCTM MPOBOAMMON Tepa-
nun KoHceHcycoMm (Childhood Arthritis and Rheumatology
Research Alliance Consensus Treatment Plans for Juvenile
Idiopathic Arthritis-Associated and Idiopathic Chronic
Anterior Uveitis) [142] 6blnnM yCTaHOBNEHbl KPUTEPUU

Ta6nuua 6. Kpntepun oLLEHKM 3KCCyaauumn (onanecueHumu,
deHomeHa TuHaansa) Bo Bnare nepeaHen kamepsol [10]

Table 6. Criteria for exudation evaluation (opalescence, Tyndall
effect) in anterior chamber [10]

AKTUBHOCTb OnucaHue

(0] Het

1+ Cnabblt — pagy)KKa v XpycTannKk
3a nerkum dnepom

ot YMepeHHbI — pagyKa U XpycTanuk
3a yMepeHHbIM hnepom

3+ CpefHuin — pafyKKa 1 XpycTanuk
3a rycteiM dnepom

4+ MHTEHCUBHbBIN — X10MNbs, GUOPHUH,
[eTanu He BUAHbI

(Tabn. 6) u cTaHAaPTU3NPOBAHHbIE TEPMWUHBI HA OCHOBAHWMK
[laHHbIX oCcMoTpa.

TepmuHonorus [142]

e KoHTponupyembin yBeut (Controlled uveitis) — HeaKTuB-
HbIM WM CTENEHU < 1+ KJIETOK B nepeaHen kamepe 6e3
HOBbIX OCNOXHEHWN, BbI3BaHHbIX aKTWBHbLIM BOcCnane-
HWeM, no KputepusMm CTaHAapTU3auMM HOMEHKNaTypbl
YBEWUTOB.

e OCnOXXHEHUsl, CBfI3aHHbIE C aKTWBHbLIM BOCMaNEHUEM
(Complications due to active inflammation) — HoBoe
pa3BuUTUE MepeaHuX CUHEXMW, 3afHWX CUHEXMKH, BOC-
nanuTenbHblX MeM6paH WKW KUCTO3HOrO MaKylspHO-
ro oTeka.

e [lononHWTENbHbIE TMPU3HAKM aKTMBHOro BOCNane-
Hus (Additional signs of active inflammation) — cBe-
KMe KepaTMHOBblE NpeuunuTaTtbl, ycuneHue dnepa,
TMMNOTOHMS.

e OcnoxHeHus, aBaslOWMECH CNeacTBUEM AJUTENbHO-
ro (kymynatuBHoro) nospexaeHua (Complications
representing cumulative damage) — Katapakra, rnayko-
Ma / NOBbILIEHHOE BHYTPUINa3HOE AaBfieHUE, TMNOTOHMUS
WKW UX NOCNEeACTBUSA, KEPATUHOBbLIE MpeunnuTaThbl (rma-
JIMHU3MPOBAHHbIE NATHA UK NPU3paYvHble KepaTUHOBbIE
npeunnuTaThl, «cTapble» MUIMEHTUPOBAHHbIE NPEeLMnU-
TaTbl U «TEHW» NPELMMNUTATOB Ha 3HAOTENNN POTOBULLbI).

e [loteps KoHTpons (Loss of control) — noBbIWeHWE aKTUB-
HOCTM MO KOSIMYECTBY KNETOK B NepeaHen kamepe o 1+
W Bbllle, HOBble MPU3HAKU BOCMaNeHWs, HOBbIE OCOX-
HEHUS, CBA3aHHbIE C BOCMNANEHNEM.

e Hoas aktuBHOCTb yBeuTa (New uveitis activity) — oTcyT-
CTBME aHaMHECTUYECKMX AaHHbIX O HANWYUK yBeuTa unu
NnoTepU KOHTPOAS HaA AMArHOCTMPOBAHHbLIM KOHTPONM-
pyeMbIM YBEUTOM.

Korga peyb vaet o CTaHAapTHOW OLEHKE M3MEHEHUH,
BbISIBISEMbIX NPU GUMOMMKPOCKOMMUK, B HacTosiLiee Bpems
BblAENSAOT HECKONbKO TEPMUHOB.

e HeaKTUBHbIN YBEUT — aKTUBHOCTb O KNETOK.

e YcuneHWe aKTMBHOCTM — MOBbILWEHWE YPOBHS aKTUBHO-
CTW Ha 2 CTyNeHu Unu noBbllWweHne ¢ 3+ o 4+.

°  YayyuwieHne — NOHUMKEHUE YPOBHS aKTMBHOCTU Ha 2 CTy-
NeHU UK NoHmxkeHune ao 0.

e Pemuccnss — HeaKTMBHOe 3aboneBaHuWe B Te4vyeHue
3 mMec 1 6onee nocne oTMeHbI Tepanuu [6].

B COOTBETCTBMM C KOHCEHCYCOM paboyen rpynnbl Mo
M3YYEHUIO YBEUTOB Y AETEN PEKOMEHAYETCS NPUMEHATb TEP-
MWHbI «1€KapCTBEHHas» U «B6e3NeKapCTBEHHas» PEMUCCUS
ana onucaHusa HKOWMA-accoummnpoBaHHoro yeseuta [143] —
aHanornMyHo Kputepumsam pemwuccun gna HOUA [144]. Mopa
JIEKapCTBEHHON pemMuccHuen nogpa3yMeBatoT HalMine Heak-
TMBHOrO npouecca NPoAOIKUTENbHOCTbIO HE MeHee 6 mec
Ha ¢oHe npoBoaMMON Tepanuu. lNoa Ge3neKapcTBEHHOM
pemuccrMen noapasymeBaloT HanMynMe HeaKTUBHOro npo-
Lecca He MeHee 3 Mec Mnocfe NpeKpalleHus npuema Bcex
NPOTUBOBOCNANUTESIbHbIX CPEACTB Ne4YeHns yBenTa.

[na ycTaHOBNEHUS cTaTyca «HeaKTUBHbIN yBEWUT» HeoO-
XOANMO, YTOObl COCTOSIHME KaX/JOro rlasa CoOTBETCTBOBAO
cneaylowmnm yCnoBUSM:

e QTCYTCTBME KJIETOK BO Bnare nepegHer Kamepbl rnasa
npy“ OCMOTPE C MOMOLLbIO LLEeNEBON Namnbl (y NaLUMeHTOB
Cc adaKnen HeKOTopble KIETKM MOryT MpPUCYTCTBOBAaTb
B MNepeaHen YacTu CTEKIOBMAHOrO Tena);

e OTCYTCTBME OTEKa AMCKa 3PUTENbHOIO HEPBA;

e OTCYTCTBME MaKyNsipHOro OTEKa;

® OTCYTCTBME MOMYTHEHMUS CTEKIOBUAHOIO Tena (< 0,5+);



e 0odTanbMoNor JoMKeEH OLEHUTb 06LLYI0O aKTUBHOCTb YBEU-
Ta No BM3yanbHOM aHanorosow wkane (BAL) (B ananaso-
He oT O go 100): pe3dynbraT AOMKEH 6bITb O.
MNoBpexaeHne (Damage), cBA3aHHOE C YBEUTOM, UMeeT

cnegytowne NpuUsHaKku:

® CHWXXEHWEe NPO3pPa’yHOCTM ONTUYECKUX cpes (onanecLeH-
UM BNaru nepegHen Kamepbl U CTEKNOBUAHOMO Tena);

® CHWXEHWE OCTPOTbI 3PEHUS;

® CUHEXWK (Cnamnkw);

® KaTapakTa;

° MaKynonaTtus;

e OTEeK AUCKa 3pUTENbHOMo HEPBA;

e BHyTpUIrIa3Has runepTeHsus (> 21 MM pT. CT.).
KoHceHcycom (Childhood Arthritis and Rheumatology

Research Alliance Consensus Treatment Plans for Juvenile

Idiopathic Arthritis-Associated and Idiopathic Chronic

Anterior Uveitis) [142] npepnaratoTrca OTAMYUTENbHbIE

N KIIMHWUYECKM 3HAYMMble NMOKa3aTeNn aKTUBHOCTH, TAKECTU

M NOBPEeXAeHWs npu yBeuTe, accouumpoBaHHom ¢ HOWA.

Cnegylowme napaMeTpbl 6blin BblGpaHbl B Ka4ecTBe MHAM-

KaTopoB OTBETA Ha Jle4eHue:

® OLEHKa C NMOMOLLbIO WEeNEeBOW Namnbl:
— obLee KONM4ecTBO KIETOK nepeaHen kamepsbl (AC);
— KONMYEeCTBO KIETOK [0 paclnpeHns 3payKa;

e CTeneHb YBE/MYEHWUS KONMMYECTBa KNETOK B nepeaHen
Kamepe B COOTBETCTBMM C Kputepmusamm SUN;

® BO3HWKHOBEHMWE HOBbIX U TEYEHUE CTPYKTYPHbIX OCNOX-
HEHWI, CBA3AHHbIX C BOCNaNeHUeM:
— BO3HMKHOBEHMWE HOBbIX 3aHNX CUHEXMI;
— MW3MEHEeHMe CTEMeHW OTeKa AMCKa 3PpUTENIbHOro

HepBa;

— [AMHaMWKa MaKyNnsapHOro oTeKka;
— TMOMYTHEHMWS CTEKIOBUAHOIO TeNa;

e 06Uas oLeHKa 0dTanbMOSIOrOM aKTUBHOCTM yBeWUTa Ha
rnagy c 6onee TaKeNbIM TEYEHUEM YBEUTA, OLIEHMBaeMas
no BALU B ananasoHe o1 O o 100 mm;

e o6uUas OLeHKa [EeTCKMM pPeBMaToNoroM aKTUMBHOCTM
3aboneBaHna no BALL B anana3oHe ot O go 100 mwm;

® OUEHKa poauTenamMu (4na nauueHtoB < 8 neT) / nauu-
eHTaMKn npobnem co 3peHnem no BALU B gnanasoHe
o1 0 go 100 mm;

® OLEHKa poautensamu (ons nauueHToB < 8 neT) / naum-
eHTaMMu Te4yeHus yBeuTa 3a nocnegHve 3 Mec no wKane
Likert (nyywe / 4To-TO Nydie / cTabunibHO / YTO-TO XyKe /
XyKe);

® OLEHKa poauTensamu (419 naumMeHToB Ao 8 neT) / naumeH-
TaMu ynyylleHUs COCTOSHUA rMasa Npu NevyeHun yBeuta
3a nocnegHue 3 mec no BALL B aguana3oHe ot O go 100;

® Y3MEHEHME KayecTBa KU3HU, CBA3AHHOMO CO 3J0POBbEM
(onpocHuKkK PedsQL, EYEQL);

® [pOnNyLlEHHbIE AHW paboTbl / y4ebbl / [JeTCKOoro caga
13-3a yBeuTa B Te4eHne BPEMEHHOIO UHTepBana.

OuddepeHumnanbHaa puarHocTuka

B cBS1I3 ¢ ManomaHM®ECTHbIM TEYEHUEM, CNOXHOCTbIO
cbopa aHamMHe3a u MNpoBeaeHUs 06CnefoBaHus, a Takke
OTCYTCTBMEM MATOrHOMOHMYHbIX CMMMNTOMOB 3a60/ieBaHUs
anddepeHumanbHaa AMarHocTMKa yBEWTOB ABASIETCS Tpya-
HOW 3ajadven, B TOM YUCNE U3-338 MHOMMX ITUONOrMYECKUX
areHToB. B 3aBMCMMOCTM OT NoKanu3auuu yBeuTa B Kpyr
anobdepeHunanbHON ANMArHOCTUKU MOTYT BXOAWUTb pas/ivu-
Hble 60ne3Hn K coctosHua [3]. Tak, Kpome 3aboneBaHUi
COEANHUTENbHOW TKaHW NepeaHni yBEUT MOXET Bbi3blBaTbCS
cndunncom unu TpaBmomn. TyGepKynes, NalMCKUN Khelle-
BOW GOPpPENN03, pacCesiHHbIM CKIEepo3, CapKoMao3 MoryT

UMEeTb NPOSIBNIEHUS B BUAE cpedHero yBewTa. 3adHui yBe-
UT XapaKTepeH A5 TOKCOMIa3mo3a, TOKCOKapo3a, OCTPOM
3afHen MynbTUPOKaNbHOW NIaKOUAHOM MUIMEHTHOW anuTe-
iMonaTtuu, capKouaosa, OCTPOro HEKpo3a ceTvyaTku, cudu-
nuca, 6one3un Unsa. MNaHyBEUT MOXKET BCTpevaTbCs Mpwu
capKonao3e, OCTPOM HEKPO3e CeTyaTKW, TOKcomna3mose,
rpnbKoBoOM MHdeEKUMK, 6onesHn Porta — KosiHarn — Xapaaa
(Vogt — Koyanagi — Harada disease), repnetnyeckon nHdex-
UMK, Ty6epkynese.

B cBA3M C Tem, 4TO yBEeMT B 3TOW BO3PACTHOMW rpynne
MOXET ObITb Bbl3BaH MATOr€HHbIMKM MWKPOOPraHM3Mamu,
BUpycaMun wuau rpubamu, npu anbdepeHunanbHoOn guarHo-
CTUKE Ba)XHO MCKJIIOYUTb BOSMOMKHYIO MHOEKLMOHHYIO Npu-
poay 3a6osieBaHus.

3AK/TIOYMEHME

XpOoHHUYecKMe yBeuTbl AETCKOro Bo3pacTa SABAATCHA
CPaBHUTENIbHO PEAKON U Manon3y4eHHOM rPynnon MMMYyHO-
BOCNaauTENbHbIX 3a60/1eBaHUI Na3s. YBEUTb UMEIOT pasHylo
3TUONOTUI0, YaCTb U3 HUX aCCOLMMPOBaHbI C PEBMAaTUYECKH-
MW 3aboneBaHuAMU, Haunbonee 4yacto — c HOWA. 3HaHue
natoreHe3a, CBOEBPEMEHHas AMarHoCTMKa M afeKBaTHas
Tepanusa NO3BONSIOT KynMpoBaTb BOCMNaNUTESNIbHbIM Npouecc
C MUHUMAaJIbHBIMU OC/IOXHEHUSMU U HaPYLWEHUAMU 3pUTENb-
HOW PYHKLMW.
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KoHTakTHaa uHpopmauus:

KannuHa AnekcaHapa BnagumupoBHa, MAALWNIA Hay4YHbIA COTPYAHWK Hay4YHO-UCCNea0BaTeNbCKON nabopaTtopumn GU3nN0Noruv U NaTonorum
HOBOPOXEHHbIX MHCTUTYTa NepuHaToNnoru U neauaTpuu, Bpay-HeoHaTonor otaeneHus Guanonoru HoBOPOKAEHHbIX C NanaTol MHTEHCMBHOW Tepanuu
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Hekpotnaupyrowmii aHTEpokoamnt (HOK) — 3aboneBaHue, nopaxaroLiee npemmyleCTBEHHO HEAOHOLIEHHbIX HOBOPOXKAEHHbIX.
B ocHoBe natoreHe3a HIK nexuT pa3BuTre BOCNaanTeIbHOrro rpoLecca ¢ nopaxXeH1em Can3ncTon 060/104KMU KMLLIKU B yCJ10-
BHUSX KOJIOHM3ALMKU KULIEYHUKA MUKPODIOPON Ha HOHE HE3PEIOCTU KMLUIEYHOIO IMUTENSI U PEryasiumMm KPoBOOBpaLLEeHUS
B KULUEYHUKE, YPE3MEPHOM aKTMBaLMM BOCMNA/IMTENIbHOro0 OoTBETa. B HeoHaTa/lbHOM fepuode TakKe MOryT Aeb6TupoBarth
BoOcCraanTesbHble 3ab60/1eBaHus KuledyHnKa (B3K) ¢ odyeHb paHHum Hadasiom (OPH-B3K), KOoTopble xapaKTepu3yloTes Tsaxe-
JIbIM TE€YEHUEM, YacTO YCTOMYMBBLIM K TPAAMLIMOHHON MMMYHOCYPECCUBHOM Tepanuu. B cTaTbe paccMOTpeHbl 0CO6EHHOCTHU
natoreHe3a H3K u ero anppepeHuynanbHomn gnarHoctmkm ¢ OPH-B3K. HecmoTps Ha HEKOTOpbIe cxoAcTBa natoreHesa, HOK
n B3K saBnasiotes pa3HbiMu 3aboseBaHUAaMU. MHgaHTUbHbIe popmbl B3K yalye accoumnnpoBaHbl ¢ MOHOIreHHbIMU 3a60J1e-
BaHMWAMM, CBS3aHHbIMWU C NePBUYHbIMKU MMMyHoaepuumtamu. OPH-B3K ABAs0TCA XpOHMYeCKMMn 3ab01eBaHUSIMM, XapaK-
TEPUBYIOTCS MOPAXKEHNEM BCEX C/0EB KHILUKU, MMEIKT MEHbLUY0 YacToTy, Yem HOIK; KAnHn4eckumu nposiBAEHUSIMU MOTYT
ABJIATLCSA XPOHMYECKas Anapesi, MPUMEChH KPOBU B CTyJ/e, 3ajiepiKKa GU3NYECKOro pa3BuTus, nepraHasibHble 3ab601eBaHNs,
MU3bA3BJIEHNSA B N0J10CTU pTa. [na nHpaHTUIbHON popmbl OPH-B3K 60/1ee xapaKTepHo MnopaxKeHne ToCTON KULWKK, 418 HOK
HEAOHOLUEHHbIX HOBOPOXKAEHHbIX — MOAB3A0LHON KULWKKU. KuieyHbir mukpobuom npu OPH-B3K Takke umeer crneymnpuye-
CKne ocobeHHOCTH. [lpeacTaBeHHbIE B IMTepaType KIAMHUYECKME caydan 601e3HU KpoHa y naumeHToB, nepeHeciumx HIK
B HEOHaTa/lbHOM fepuoje, accouynnpoBaHbl ¢ xupyprideckon ctaguen HIK. Mpun oueHke pucka B3K Heobxo4uMo yunTbiBaTb
0CO6EHHOCTH NepuHaTasbHoro rnepuoja (npeHataibHoe BO34eNCTBUE aHTUbaKTepuaabHOM Tepanun 1 KypeHus, MpMMeHeHne
HECKOJIbKMX KypPCOB aHTMGaKTepuasibHON Teparnum B TE4EHME NePBOro rofa Xn3HU; NCKyCCTBEHHOE BCKapMJIMBaHMe).
Knro4deBble cnoBa: HEKPOTUINPYIOLUMI SHTEPOKOINT, HEAOHOLIEHHbIE HOBOPOXXAEHHbIE, BOCMa/UTe/bHble 3ab0/eBaHus
KMLIEYHMKA C 04EeHb PaHHNM Ha4yasloM, I3BEHHbIN KOUT, 60/1e3Hb KpoHa

Ansa untupoBanus: KannuHa A.B., MNetpoBa H.A., lNepByHuHa T.M., XaBkuH A.WN., Cypkos A.H., HazapeHko J1.W., TetmaHoB C.A,.,
CutKunH C.N. HEKPOTUBUPYIOLLMIN SHTEPOKONUT: OCOBEHHOCTN NaToreHesa n anddepeHumnanbHas gMarHocTMka ¢ Bocnanu-
TeNbHbIMM 3a60/IEBAHUAMU KULLEYHMKA Y HOBOPOXKAEHHbIX. Bornpockl coBpemeHHon negnatpmnn. 2024;23(6):438-446.
doi: https://doi.org/10.15690/vsp.v23i6.2830

BBEAEHMUE

HekpoTtuanpylowmin aHtepokonut (HOK) — 3abonesa-
HWEe XKeNyAoYHO-KULLIEeYHOro TpaKTa, KOToOpoe pa3BUBaeTCs
NPeMMyLLECTBEHHO Y HEAOHOLWEHHbIX AeTer B YCNOBMUSX
M3MEHEHUS CoCTaBa KMULLIEYHOM MUKPOOMOTHI (Yalle obyc-
NIOBNIEHHOrO npeobnagaHMem rpamoTpuuateNbHblXx 6aKTe-
pWi), HE3PENOCTU UMMYHHOW CUCTEMBI, @ TaKXKe cYUTaeTCs
0TYacTW CNneacTBMEM MCXOAHOMO MOBbILEHUS PEAKTUBHOCTU
C/IM3UCTON 0B60N0YKM KMLLEeYHUKa [1].

3aboneBaemocTb HOK B Mupe Konebnetcs ot 0,3 go
2,4 cnyyas Ha 1000 xuBopoxaeHHbIX. Moytn 70% cnyvaes
H3K npwuxoantcs Ha HepoHOWeEHHbIX aeTen [2]. YacToTa
H3K y geten ¢ maccon Tena npu poxxaeHnn meHee 1500 r
coctaBnsiet 7-8,8% [3, 4], yactoTa XMpypruieckon cragmm
HAOK y geten meHee 32 Hen rectaumm pocturaet 5,5%
(8o 62,3% cpean cnyqaes HIK) [4].

B HeoHaTanbHOM Nepuoae MOTyT TakKe [e6ioTMpoBaTh
BOCManuTenbHble 3ab6oneBaHns KnweyHrKa (B3K) ¢ oyeHb



paHHMM Havanom (OPH-B3K), pasBuBatouwmecs y geteu
B Bo3pacTe A0 6 net. B3K BO3HMKaOT NpeuMyLLeCTBEHHO
y FEHETUYECKM NPEAPACNONOMKEHHbIX 1L, B CBA3K C Hapylle-
HMEM perynsauMnm UMMYHHOTO OTBETa, MMKPOGHbLIM ANCOMO-
30M MpW BO3AENCTBUN TPUITEPOB OKpyXKatowen cpeabl [5].
B3K ¢ MHbaHTUNbHBLIM HavYyanom (Mnagwe 2 net), B oTAn4me
oT B3K y nauneHToB 60nee cTapliero Bo3pacTa, valle aBas-
IOTCS MOHOMEHHbIMW 3a601EBAHUSAMK, KOTOPbIE MOTYT GbiTh
CBSI3aHbl C NePBUYHbIM UMMYHOAEPULINTOM [6B].

OPH-B3K B 60nbluen cTeneHu npeacraBieHbl HEKNac-
cupumuympyembimn B3K (18-33%) [5]. OTmevaeTtcsa pocT
3abonesaemocty OPH-B3K Bo Bcem Mupe, KoTopas
coctaBnger ot 1,9 (bputaHckas Konymbus, KaHapga)
no 5,8 (lWotnaHams) cnydaeB Ha 100 TbiC. YENOBEK; Onuca-
Hbl Clyd4an B pervoHax, rae paHee B3K He peructpuposa-
nuceb [7]. B Poccuickon deaepaumm oTmevaeTcs TeHAeHUNS
K yBenuyeHuio 3abonesaemoctn B3K y geten, onybnunko-
BaHbl JlIOKanbHble AaHHble O pacnpocTpaHeHHocTM B3K
y AeTen B HEKOTOPbIX perMoHax Hawen cTpaHbl. B CaHKT-
MNMeTepbypre 3aboneBaemMocTb 60ne3HbI0 KpoHa Bo3pocna
3a nocnegHuve 10 net 6onee 4yem B 10 pa3 v cocTtaBuna
5,5 Ha 100 ThbiC., a pacnpocTpaHeHHocTb — 20 Ha 100 ThiC.
neten n nogpoctkoB [8]. PacnpoctpaHeHHocTb B3K y aeten
M nogpoctkoB B [IpMBOJIKCKOM denepanbHOM OKpyre
B 2014 r. coctaBuna 3,1 Ha 100 TbiC. A4ETCKOro HaceneHus,
B 2015 r. — 3,7 Ha 100 TbIC. AETCKOro HaceneHus (pacnpo-
CTPpaHEHHOCTb A3BEHHOro Konmta — 2,2 1 2,5 Ha 100 TbIC.
[EeTCKoro HaceneHus, 6onesHn KpoHa — 0,9 u 1,2 Ha
100 TbiC. geTckoro HaceneHmnsa B 2014 n 2015 rr. cooTBeT-
cTBeHHO) [9]. Co3aaH «HaumnoHanbHbIM pernctp B3K B PD»,
B KOTOpbIM Ha aBryct 2021 r. BKAoYeHbl 3827 nauueHToB
(93BEeHHbIN KoNuT — 2358, 60ne3Hb KpoHa — 1469 nauyu-
eHToB) M3 80 pervoHoB Poccuiickon depepaumu, BO3-

pact — ot 13 go 83 net [10]. JaHHble O pacnpocTpaHeH-
HocTn OPH-B3K B Hallewn cTpaHe OTCYTCTBYIOT.

OPH-B3K daBnsiotca TseNbiMKM 3ab0feBaHUAMM, HacTo
YCTOMYMBBLIMU K TPAAULIMOHHOW MMMYHOCYNPECCUBHOM Tepa-
num B3K B3pochbix, NeTaNbHOCTb MOXET gocturatb 19% [11].
Mpn pe6iote OPH-B3K oTmevatoTcs gnapes € nNpuvMechblo
KPOBU W/WUNKN CNU3KM, 3a4EPKKa Pa3BUTUS, B CBA3U C YEM
anbdepeHumnanbHasa AMarHoCTMKa MOXKET BK/YaTb 6onee
pacnpocTpaHeHHble 3a60eBaHUS CO CXOKMMU CUMMTOMa-
MW, B TOM 4WCAe HENepeHoCUMOCTb 6enKoB KOpPOBbLEro
MOJIOKa WKW Apyrue NuLeBble anneprum, MHOEKUnu, Lenm-
akuio [12]. YuuTbiBasg BEPOATHOCTb HEOHAaTaNlbHOro Aebiota
OPH-B3K, Tak»e BO3HMKaET BONpoc 0 anddpepeHumanbHON
amnarHoctuke ¢ HOK HoBopoxaeHHbIX. Kpome Toro, HesicHa
ponb nepeHeceHHoro HOK Kak npeavkTopa pa3sutua B3K.
B ctatbe paccMoTpeHbl 0c06eHHOCTM naTtoreHe3a HAK u ero
anddepeHumnanbHon gnarHoctnkn ¢ OPH-B3K.

OCOBEHHOCTU NMATOFEHE3A H3K

HepoHoleHHble HOBOPOXKAEHHbIE MMEIOT PSg 0COBEHHO-
CTEN KMLWEYHOro anuTeNns, KOTopble CNoco6CTBYIOT aaresnm
6aKTepuh M npegpacnonaratoT K passutuio HIK (cHuKe-
HUE MNEepUCTanbTUKK, MeHbllee 4Yucno GOKaNoBMAHbLIX Kie-
TOK M KneTok [laHeTa, BbipabaTbiBalOWMX aHTUMUKPOOHbIE
daKTopbl (He OYHKUMOHUPYOT A0 22-24 Hepn), a Takxke
MEHbLUWI 6GapbepHbIM CNOM CIN3U Ha MOBEPXHOCTHU ANUTENUS
M MeHbluas rnyéuHa kpunt) [13, 14].

BaxkHyto posib B natoreHe3e HIK vrpatoT noBblWEHNE 3KC-
npeccun 1 YpeamepHas akTMBaLma TONN-NOA0GHbIX peuen-
TOpoB 4 (TLR4) KMLWEYHON CTEHKM 3a CHET BAUSHUS NUMOMNO-
iMcaxapuaoB rpamoTpuLaTenbHblX 6akTepun npu aMcbuose
KuleyHuKa [15]. kcnpeccus TLR4 y pebeHKa noBblllaeTcs
Ha NPOTSKEHWUU BHYTPUYTPOBHOro pa3BuTHS, a 3aTeM Nagaet
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HEe3a40/ro A0 POXAEHMUS, YTO MOXET 6blTb CBA3@HO C POJIbIO
peuenTopa B perynsaunun nponuvdepaumm n auddepeHumnpoBs-
KW SHTEPOLUMTOB BHYTPUYTPOOHO. JKcnpeccusa TLRO (cnocobeH
MHrMéuposatb TLR4-onocpenoBaHHylo nepegadvy CuUrHanos),
HanpoTMB, BO BPEMSA BHYTPUYTPOOHOIrO pasBUTUS pebeHKa
HU3Kasa 1 yBENMYNBAETCS K MOMEHTY POXKAEHUS [16].

Y peten ¢ HIOK akcnpeccus TLR4 B KULWIEYHUKE MOBbI-
weHa [15]. MNpn KonoHM3auUK KULEYHUKa HEQOHOLWEHHOro
pebeHKa NaToreHHOMm MUKPOPIOPON NPOUCXOANUT Ype3Mmep-
Haa aKtuBauus TLR4 nunononucaxapuiamu rpamoTtpuua-
TenbHbIX 6akTepuin. AktnBauma TLR4A npu HOK nHrnbupyet
nponudepaLuio aHTepoumToB [17], NPUBOAMT K UX anonTosy
[1, 18]. Mpu TpaHCNOKauuM GaKTEPUM TaKKe B3anMoaen-
cTBYIOT ¢ TLR4 Me3eHTepmasnbHbIX KPOBEHOCHbIX COCYAOB, YTO
NPMBOANT K BA30OKOHCTPUKLMU, ULIEMUM KULIEYHMKa [18].
Mpv nonagaHun AMNonoaMcaxapuaoB B KPOBOTOK nepeaaya
curHanos TLR4 B 3HAOTENMWU OPbIXKEWKM KULLIEYHUKA Mpu-
BOAMT K CHUMKEHMIO IKCMPECCUM 3HAOTENMANbHOW CUMHTa3bl
okcunga azota (NO), cnoco6CTBYS UILIEMUU KULLIEYHMKA Npu
H3K [18, 19]. Kpome Toro, aktuBauus TLR4 npuBoauT K nps-
MOMY WHIMOGUPOBaHMIO BOCCTAHOBMIEHUSA CAM3UCTON 060-
JIOYKM 3a CHET CHUMKEHMUSA MUTpaLmm aHTepoumToB [18]. TLR4
MHAYUMPYET ayTodarunto B 3HTEPOLIUTAX, YTO OGBACHAET Hapy-
LUEHME 3aXKMBNEHUSA CNNM3NCTON 060104KKM Npu HIK [20].

Mo AaHHbIM 3KCMEpPUMEHTANbHbIX UCCNefOBaHUM, MHMM-
6upoBaHue TLR4 B KUWEYHOM 3NUTENUU npegoTBpalla-
eT passutne HOK [15]. Y AOHOWEHHbLIX HOBOPOMKAEHHbIX
oTMevaeTca HU3Kas akcnpeccusa TLR4, n npu HopmanbHOM
KULLIEYHOM MWUKPOdSOpe CUrHaN OCTaeTcs UHaAKTMBUPOBaH-
HbIM. OnMrocaxapmibl rpyaHOro MOJSIOKa CNOCOGHbI CBSA3bI-
BaTbCsA ¢ TLR4 1 MHrMOGMpPOBaTb €ro CUrHanbHbIM NyTb [21].
B aKcnepumeHTanbHOM MCCefoBaHUM MOKa3aHa Crnocoo6-
HOCTb 2-bYyKO3UNNaKTO3bl, BCacbiBasiCb B KPOBOTOK, BOC-
CTaHaB/AMBaTb 3KCMPECCUIO reHa 3HLOTENUaNbHOM CUHTa3bI
NO B aHpoTenuouuTax [21]. [pyaHoe MOMOKO ob6oralleHo
HUTpaTOoM HaTpus (nNpeawectseHHUKom NO), ero metabo-
IN3M KULWEeYHOW MUKpobuoTon o NO MOXKeT ynydywatb
MWKPOLMPKYNSALMIO B CInM3UCTON 06osoyke [18]. BBeaeHne
rPyAHOr0 MOJSIOKa MOXKET, BEPOSITHO, NMPeAoTBpaTUTL Ba30-
KOHCTPUKLMIO COCYA0B GPbIXXENKN, BOZHWKAIOLLYIO NpY nepe-
nade curHanoB TLR4 Ha me3eHTepuanbHbiiM aHaoTennn [18].

MccnegoBatensmu no gaHHbIM aHanvM3a o6pa3LoB TKa-
HEN KMILEYHMKA HEeAOHOLWEHHbIX HOBOPOMXAEHHbIX ¢ HIOK

BbISIBNIEH psig O0COBEHHOCTEN [22], KOTOpble MOTyT MUrpatb
ponb B ero natoreHese (taén. 1).

BOMPOCbLI UATHOCTUKU HIK

B HacTosillee Bpems ans auarHoctuku HIK wmpoko
ncnonbaytotes Kputepun M.J. Bell, npeanoxeHHble B 1978 1.
n mogndunumnposaHHole M.C. Walsh 1 R.M. Kliegman B 1986 .
OpgHako | ctagns HOK BKntovaeT Hecneuudpuyeckue npwu-
3HaKW, KOoTopble He no3BonsaT AnddepeHunpoBaTb €ro
OT [ApYron naTofiorMu KUILEYHUKA (HapylleHue TonepaHT-
HOCTM K 3HTEepasibHOMY NMUTaHMIO, CMOHTaHHaa nepdopaums
KULLIEYHMKA, CENCUC, KMLIEYHas HENMPOXOAUMOCTb) M HE MOTYT
ABNATLCS AUArHOCTUYECKUMU [27].

Hay4HbIMM paboynmun rpynnamMu NpeaioXeH pag auvar-
HocTMYeckux KputepmeB HIK (kputepun Vermont Oxford
Network (VON), CDC, UKNC-NEC, INC, Stanford NEC score,
Two of Three rule) [28]. VON, CDC cuutatot Kputepusamm HIK
Hannyune xoTss 6Gbl OAHOMO M3 MPU3HAKOB (MPUMECH XKen4yu
B XEeNyao4HOM COAEPXKMMOM WM PBOTa, B3AyTWUE XKMBOTA
WKW CKPbITas/obunbHaa KPOBb B CTyNE), a TaKXe Hanuduve
XOTS1 6bl OAHOMO U3 PEHTIEHONOMMYECKUX NPU3HAKOB (MHEB-
MaTO3 KMULIEYHON CTEHKM, ra3 B BOPOTHOW BEHE WU NMHEBMO-
nepuToHeym). NpeanoxeHbl 6an/ibHble OLEHKN KITMHUYECKUX
npossneHmnn HIK (UKNK-NEC, Stanford NEC score) [28].

Mo mHeHuo PV. Gordon u coaBT. (2017), Heo6xoau-
MO BceobGbemntolee, yHUBEPCaNbHOE M KOHCEHCYCHOoe
onpeaenenve HIK; npu nposBeaeHun ncenegosaHmin HIK
TpebyeTcsa 60nee CTPOroe MUCKIYEHUE Clly4yaeB, He CBS-
3aHHbix ¢ HIK, KOTOpble MOryT McCKaxkaTb MOJlyYEHHble
pesynbtaThbl [29]. TeM He MeHee, yiuTbiBag Hecneunduny-
HOCTb K/IMHUYECKMUX NPOSIBNEHWUI Y HEAOHOLWEHHbIX HOBO-
pOXKAEHHbIX, AMdPepeHumnanbHasa guarHoctnka HIK asna-
€eTCH CNOXKHOW 3agayen (Y HeAJOHOLWEHHbIX HOBOPOXKAEHHbIX
MOXET MPOBOANTLCH C TEYEHMEM CEeMNCUCa, a TaKKe PLoM
3aboneBaHn — CrNoHTaHHOM nepdopaunent KULWKKU, MEKO-
HUEBLIM UNEYyCcoM, annepruen K 6enkam KopoBbero Moso-
Ka). Kpome Toro, BbigeneH Takxke HIOK, accounnpoBaHHbIn
c TpaHcoysunen aputpountoB [30]; onucaH psa cnyvaes
HOK, cBSI3aHHOr0 C CynpaBEHTPUKYNSAPHOM TaxuKapauewn
[31, 32]. OcobbiM cocTosiHuem saBngetrca HIK, accouu-
MPOBAHHbIN C KPUTUYECKMMMU BPOXKAEHHBIMU MOPOKaAMM
cepaua (BMNC) kKaK y HEAOHOWEHHbIX, TaK U Y AOHOLWEHHbIX
HOBOPOXAEHHbIX [33, 34].

Ta6aunua 1. OCO6EHHOCTM KMLWEYHOTO INUTENNS U UX POJib B NATOreHe3e HEKPOTUIUPYIOLLErO SHTEPOKONUTA
Table 1. Intestinal epithelium features and their role in necrotizing enterocolitis pathogenesis

0OCOGEHHOCTH MO AaHHbIM UCCIeA0BaHUN

Bo3moixHas posnb B natoreHese

HO y naumeHToB ¢ HIK akcnpeccus Boiwe [15, 18]

MNoBbiweHHas akcnpeccus TLR4 B KMILIEYHUKE HeJOHOLEHHbIX geTen [16],

Ype3mepHas aktuBauus TLR4 nunononncaxapmuaom
6aKTepuin HrMbupyeT MurpaLmio, nponndepauuio
3HTEPOLMTOB, MPUBOAUT K Mx anonTo3y Yeped NF-kB [17]

YBenunyeHne konnyectBa makpodaros M1 B TKAHW KMLIEYHUKA,
CHWXXEHME IKCMPEeCCHUn peLenTopHOM TUPO3UHKMHAS3DI (C-Kit)
(addekT onocpepoBaH TNF-a) [23]

Mp1BOANT K M36LITOYHOM NPOAYKLMN MEANATOPOB
BOCManeHus, akTBHbIX GOpPM Kucnopoaa u
NOBPEXAEHMIO KNLWEYHUKa [23]

MoBbIWEHHOE KONNYeCcTBO KNeToK CD4* Tem B anuTeNun u CO6CTBEHHOM
nnacTuHKe TKaHel, nopaxeHHbix HIK (addekT onocpeaoBaH TNF-«a) [24]

BbicoKkasi KOHLeHTpauma KneTok CD4* Tem HapylwaeTt
pasBWTHE CTBOJIOBbIX KNETOK KULLeYHUKa [24]

MeHbLUMI ypoBeHb T-perynaTopHbix KneTok FOXP3 (Treg)-KneTok
(CD4* CD25* / NFOX3+) [25]

Bonee HM3Koe cooTHOLWeEHNe Treg-KNeToK K adPeKTopHbIM T-KneTkam
(Treg/CD4; Treg,/CD8) B COBOKYMHOCTU C yBE/IMHEHNEM YPOBHEWM

npoBoOCnannTe/bHbIX LLUTOKMHOB (IL-1(3, -6, -8, -10, MMP3, MMP9 # TNF-a) [26]

MHrnbupytolee aencrTeme LMTOKMHOB Ha pa3BuTue Treg
NPVUBOANT K CHUMKEHUIO CYNPECCUBHOM aKTUBHOCTH

lNpumevanme. TLR4 — Ttonn-nopo6Hble peuenTtopbl 4; HOK — HeKpoTuaupylowmn aHTepokonuT; TNF-a — daKTop HeKpo3a onyxonu anbda;
NF-kB — siaepHbI TPAHCKPUMLUMOHHBIN GaKTop Kanna-6u; IL — nHtepnenkmH; MMP — maTpuKcHas MeTannonpoterMHasa.

Note. TLR4 — Toll-like receptor 4; NEC (H3K) — necrotizing enterocolitis; TNF-« — tumor necrosis factor; NF-kB —nuclear factor kappa B;

IL — interleukin; MMP — matrix metalloproteinases.




ANODEPEHLUUANIbHASA AUATHOCTUKA H3K

C OPH-B3K

HavanbHbiMu npossnennamun HIK (I ctagusa) asnsiotcs
B34yTME MMBOTA, CHUXEHWE MNepUcTabTUKU KULIEYHUKA,
yBe/IMYEeHNe OTAENSEMOro No XenayaoyHOMy 30HAY, CKpbiTas/
fIBHAas KPOBb B CTy/le, @ TaKXe nosiBfieHue Hecneunodu-
YECKMX CMMNTOMOB (BO30YAMMOCTb/BSIOCTb, TaOWUIbHOCTb
Temnepatypbl Tena, Taxukapans,/6paanKkapaus, HapylweHue
MUKpoOUMpPKynaumm). MNMpu nporpeccupoBaHun 3aboneBaHus
(Il cTapns) MOryT oTmevaTbCsi 3aCTOMHOE OTAeNsemMoe Mo
enygo4yHOMYy 30HAY, OTCYTCTBME MEepUCTanbTUKK, yBenuye-
HWEe [0/N NaToNOrMYEeCKMX NPUMecen B CTyne, OTEK U rune-
peMunsi nepeaHen OPIOWHOM CTEHKM, TaKxe MNosBAAoTCS
PEHTrEHONOMMYECKNE U YIbTPA3BYKOBbIE MPU3HAKKM Mopa-
EHUSA KMILEYHOW CTEHKM (MHEBMATO3, OTEK CTEHKM KULLIKMK).
Mpu Il cTagmMm NOSABASIOTCS PEHTITEHONOTMYECKUE NMPU3HAKK
nepdopaLmnn KULWKKW, HapacTalT CUCTEMHbIE MPOSABAEHUSA
(TsKenbln MeTabonmyeckun aumnaos, BC-cuHapom, nonnop-
raHHas HefoCTaToO4HOCTb) [35].

MeTogoM KoHcepBaTMBHOro nevyeHuss HIK qaBnsetcs
WUCK/IIOYEHWEe 3HTEpPanbHOro MUTaHus, obecneyeHne OTTOKa
eNyao4yHOro COAepXMMOro, aHTMbaKTepmanbHaa Tepanus,
WHOY3MOHHasA Tepanus W napeHTepanbHoe nuTaHue. lpu
CBOEBPEMEHHON [AMArHOCTUKE U Hayane KOHcepBaTUBHOMO
nedveHuns HOK nporHoa 6naronpusaTHbli [35].

NHbaHTUNbHbIe dopmbl OPH-B3K wnmeloT MeHbluyto
yactoTy, 4em HIK (meHee yem y 1% aeten B3K BbigBnsatoT-
Csl B MePBbIN rof *13HK) [36]. HOK HegOHOLWEHHbIX HOBO-
POXAEHHbIX XapaKTepunadyeTcs NnoparKeHnem noaB3A4O0LHON
KWULLKK, B TO BpeMs Kak npu HOK goHoweHHbIX ageTen Yalle
nopaaetca Tonctad kuwka [37]. Mpu nHOaHTUNBHOM
dopme B3K vallle oTMevaeTcs nopaxKeHne TONCTON KULIKK
[36, 38]. No paHHbIM [1.B. LWWymunosa u A.E. LLlnronesomn
(2021) (POKB PHUMY um. H.WU. Muporosa, r. MockBsa),
npu a3BeHHoM Konute ¢ OPH 3Ha4ynMo Yalie oTMe4yanochb
TOTa/lbHOE MOpaXeHue TONCTOM KULWKK (84%), 4eM npwu
6onee nosgHem Hadvane 3aboneBaHua (63%); Npu 3TOM
peTporpagHbin naent otMevanca y 17 n 14% naumeHToB
cooTBeTcTBeHHO [39]. MNMpwn 6one3un KpoHa ¢ OPH npu nep-
BMYHOM 06CneoBaHMM Gbl/I0 XapaKTePHO N30MPOBaHHOE
nopa)eHne TONCTOM KULIKK, nNpu 3aTom y 9 n3 16 aeten
C U30/IMPOBAHHLIM KOMUTOM B AMHAMWKE OTMEYEeHO pac-
npocTpaHeHMe BOCMNaNWUTENbHOrO MpoLecca Ha TepMu-
HanbHbIM OTAEN NOAB3A0WHOM KUWKK [39].

B otnnune ot HIOK, OPH-B3K aBnaeTtcsa xpoHUM4ecKkuM 3a60-
NleBaHMeM, UMELLMM Bonee TSenoe TeHeHne B CPpaBHEHNUM
¢ HAK v nnoxo nopgatowmmces nevexuto. Y geten ¢ OPH-B3K
4acTo OTMe4aloTCsd FTOPMOHOPE3UCTEHTHOCTb M FTOPMOHO3a-

BMCUMOCTb: Npu 605e3HM KpoHa y 29 n 61% peten, npu
A3BEHHOM Konnte — y 6 n 60% aeten cooTBeTcTBEHHO [40].
KnuHuyeckumn nposisneHnsmm OPH-B3K moryt saBasTbcs
XPOHMYECKas Auapes, 3adepxKa OU3MYECKOro pas3BuUTUS,
nepuaHanbHble 3a60MeBaHUs, W3bA3BNEHUS B MNOJMIOCTU
pTa [36]. MNo aaHHbIM UccnegoBanusa A.E. Linroneson (2020),
ans 6onesHn KpoHa ¢ OPH xapaKTepHbl M30AMpOBaHHas
TONICTOKMULWIEYHAs NIoKanu3auus, HecTeHosupytollee 1 Hene-
HeTpupytoLllee TeYEHUE; KIMHUYECKMMU CUMATOMaMK ABAS-
t0TCS AMapes v KpoBb B CTy/e, B OT/IMYME OT JeTen C Hayanom
60ne3Hn KpoHa nocne 6 net [40]. [Ansa 93BEHHOro Konuta
¢ OPH xapaKTepHO ToTafbHOE Mopa)eHWUe TONCTOM KULLIKK
1 pa3suTne aHemuu [40].

BHekuweyHbIMK nposiBneHnsamu B3K y peten moryt
ABNATLCA HapyleHne GU3MYECKOTO Pa3BUTUS, MOpParKeHue
CyCTaBOB, KOXM U CIN3UCTbIX 060/104€EK (y3N10BaTas aputema,
raHrpeHo3Has nuoaepmus, adTo3Hble MOpPaXKEHWUs CAU3UC-
TOW 060/I04KM MONOCTK pTa, 6YyNNEe3HbIN 3NUAEPMONU3, Nco-
puas), rma3s (3NUCKIEepUT, NepeaHnin yBEeUT, KOHbIOHKTUBMWT,
rnayKkomMa M cocyaucTble 3aboneBaHns CeT4aTku) u renarto-
6UnnapHoOM cUCTeMbl (MEPBUYHbBIN CKIEPO3UPYIOLLMIK XONaH-
rvT) [41]. Y 6-10% feTten BHEKMLIEYHbIE NPOSBAEHUS MOryT
ABNATbCS nepBbiM cumntoMom B3K, npu aTtom Kymynstuse-
HblM PUCK BHEKMLIEYHbIX MPOSIBAEHUI BO3pacTaeT C Kax-
ObiM rogom 6one3nu [41]. OPH-B3K TaKxe MOrytr uMmeTb
CUCTEMHbIE/BHEKMLLIEYHbIE MPOSIBNEHMS: NEPEMENKAIOLLYIOCH
NIMXOPaAKY, apTpuT, apTpanrum, GONIUKYNNUT, yBEUT U AepMa-
TONorn4yecKkune npossneHus [5].

Mo MHenuto D.J. Hackam wu coaBT. (2018), xota H3K
MMeeT HEeKOTopoe naToreHeTMyecKoe CXOACTBO C Bocna-
NUTENbHbIMX 3a60NeBaHMAMU KULLIEYHUKA, BKIOYas pPofb
ONCONOTMYECKOrO0 MUKpob6MOoMa, AuvcbGanaHCc Mexay npo-
BOCMNaAMTENbHbIMW U NPOTUBOBOCMANINTENBHBIMU KIIETKaMM
B C/M3UCTON 060NI0MKE KULIEYHWKa, FeHETUYECKyl Mnpea-
PacMnoNOXEHHOCTb U NPEAPACMONOKEHHOCTb K MOPaXKEHUIO
TEPMUHANbHOIO OTAeNa NOAB3A0WHON U CNENON KULLOK, 3TH
60/1€3HM 04YeHb pa3Hble (Tabn. 2) [18].

HecmoTps Ha y4yacTue KULWEeYHOM MUKPOBKMOTLI B naTore-
He3e o6oux 3aboneBaHnin, ancbmos y naumeHtos ¢ OPH-B3K
UMeeT creunduryeckme 0Co6eHHOCTU, OT/IMYHbBIE HE TOJIbKO
OT UBMEHEHUN MUKPOOBMOTLI Npu HIK, HO 1 OT UBMEHEHUI
y aeten ¢ B3K, passuBwMMCA B Bo3pacTe cTaplie 7 net.
B nepBom cny4ae, Hanpumep, 3TO YBEWYEHWE OTHOCH-
TeNbHOM YMCNeHHoCcTU Ruminococcus gnavus n Veillonella
parvula, He HabnogaBLeecs 4O HACTOSLWErO BPEMEHN Npu
H3K [42], B 060uKx cny4assix — MOBbIWEHWE NpeacTaB/eH-
HocTn Clostridium nexile, Haemophilus parainfluenzae,
Clostridium ramosum W HeKnaccuduumpyeMblx NpeactaBu-

Ta6nuua 2. Paznnying HEKPOTUIMPYIOLLLErO SHTEPOKONUTA U BOCNanuTeNbHbIX 3ab6oneBaHui KuwevHuKa (no Hackam D.J. u coaBT., 2018) [18]
Table 2. Differences between necrotizing enterocolitis and inflammatory bowel disease (Hackam D.J. et al., 2018) [18]

HeKpoTU3UpYIOLWUIA IHTEPOKONUT

BocnanutenbHble 3a60/1€BaHUA KULLIEYHUKA

OcTpoe 3aboneBaHune

Peuunansupytollee 3abonesaHne

XapaKTepeH HEKPO3 CIIM3UCTOM 060/104KMN

BoBneyeHune B NopaxeHne BCex CNOEB TOHKOW UK TONICTON KULLKK,
BO3MOXHO 06pa30BaHNe CBULLEN

AccoumnumpyeT ¢ NPUTOKOM TIMMOLMTOB M MaKpodaros,
COCYAUCTbIM TPOMBO30M M OTEKOM CJIU3UCTON 0B0I0HKH

XapaKTepusyeTcs NPUTOKOM NOAUMOPOHOAAEPHDBIX TEMKOLMTOB,
abcueccaMun KpunT ¢ y4acTKamu dmnbposa

Taxenoe TedeHre HIK moxeT npMBOAnTL K cencucy
1 neTanbHOMY UCXOAY

Pexe accoummpoBaH ¢ pa3BUTUEM cencuca, neTanbHbiM UCXOL0M

B Mogensax Ha mblwax oTcytcTBue TLR4 3awumwaet
OT aKcnepumeHTanbHoro HOK

Mbliww, nMweHHble TLR4, nmeloT 6onee TaxKenoe Te4eHne Konuta

lMpumeyvaHme. HOK — HEKpOTU3UpYoLWKUin aHTepoKonuT; TLR4 — Tonn-nogo6Hble peuenTtopbl 4.

Note. NEC (HOK) — necrotizing enterocolitis; TLR4 — Toll-like receptor 4.
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Tenen poga Veillonella, He xapakTepHoe HU ana B3K, pas-
BMBLUMXCS B 60onee no3aHem Bo3pacTte, Hu ans HOK [43, 44].
[lo MHEHWIO aBTOPOB, 3TW Pas3NnyMs AOMONHWUTENLHO NoA-
TBepxaatoT MHeHue D.J. Hackam u coaBTt. (2018) 06 owu-
604HOCTM NpeacTtaBneHuns o HAK Kak o B3K [18].

B nwuTepatype npeacTaBfeHbl KAMHUYECKWE Clydau
OPH-B3K ¢ HeoHaTanbHbIM U WMHPAHTWAbHbLIM Ha4yasaoM.
S. Ebrahimi n coaBT. (2018) onucann KIMHUYECKUIM cnyyvan
OPH-B3K, KoTopoe pa3BuioCcb B Bo3pacTe 7 CYT XU3HU
Yy AOHOLWIEHHOM AeBOYKM (37 Hen rectauuun) ¢ 3adeprKKown
BHYTPUYTPOOGHOTO pa3BUTUSA (Macca Tefa Mpu poxKAeHUH
1820 r) [38]. KnnuHnyecku 3aboneBaHne NposBASNOCh Taxe-
ION Avapeen ¢ 06MNbHOM MPUMECHID KPOBW, pBOTON 6€3
NPUMECK KeNuu, B3AYTUEM KUBOTaA, Aernaparauument, 4to
HanoOMMWHasI0 TSXEeNbl MPOKTOKONNUT, CBA3AHHbLIN C annep-
rMen K 6enKkaM KOpoBbero MosioKa. TeM He MeHee, nocne
mMecsila 3/IMMUHALMOHHOM AMETbl OTCYTCTBOBasa MONOXMK-
TeNbHas AMHaMKKa coCcTosHMS pebeHKa. [pn nabopaTopHOM
nccneaoBaHuMM OGHapyXeHbl aHTUTeNa K uuTonia3me Hen-
TPODUNIOB. YuUTbIBAs COXPaHSIOWMECS CUMMTOMbI, BbINoS-
HEHO 3HAOCKOMMUYEeCKOoe MUccnefoBaHWe, KOTOpOoe BbISBMO
NaHKOMNT, 3pUTEMY, OTEK, XPYNKOCTb U WM3bA3BNEHUE CNU-
3MCTON 060NOYKM. TMCTONOrMYECKUM aHannM3 NoKasan Taxe-
/l0e aKTMBHOE BOCMaNeHWe U M3bA3BIEHWE, pPacnpocTpa-
HSIlOLLEECS Ha CNM3UCTYIO 060JI0UKY, a TaKXe Ha Hapy*KHbIn
C/ION MbIlIEYHON 060/04KM 6e3 06pal30BaHUA rpaHynem;
B CIM3MUCTON 060104KEe HUCXOAALWEro oTaena To/ICTON KULWKKU
Habn4anncb MHOMXECTBEHHbIE 3PO3UM U XPYynKocTb. [1o
pe3ynbTatam UCCnefoBaHUM NaLMeHTKe NocTaB/eH AnarHos
«9HTEpoKonnT/B3K». Tepanusa npoBoagnnach rnOKOKOPTUKO-
ngamu, mecanaMMHOM U a3aTUOMPUHOM. PEMUCCUM JOCTUT-
HyTb He yaanocCb, BMOCNEACTBMM MOC/TE HECKONbKUX roCnu-
TanuMsaunen u CUMMNTOMOB TOKCMYECKOro KonuTa pebeHKy
noTpeboBanacb ToTajsbHasa Konakrtomus [38].

K. Nakaya un coaBT. (2020) onucbiBalOT KIMHUYECKUI
cnyydyan 6one3Hn KpoHa y manbunka 2 mec [45]. PebeHoK
poaunncsa AOHOLWeEHHbIM Ha 41-1 Hef recTaumMmn ¢ Maccon Tena
3210 r. Ha 62-e cyT KM3HW y pebeHKa NosBUICS CTyN C Npu-
MEeCblO KPOBM, Janee K 3-My MeC }MU3HW OTMeYanoch Banoe
cocaHne. Ha 105-e cyT »KM3HM NOABWIOCL GONE3HEHHOoEe
ob6pa3oBaHWe B rnepuaHanbHon obnactu. Ha ¢doHe auneTbl
C NPMMEHEHMEM CMECHM Ha OCHOBE TMApOn3aTa KaslewHa
He OTMEeYanocChb YAYYLEHUS COCTOAHMS. TTpKM KONOHOCKOMNWUK
B Bo3pacte 117 CyT XM3HM BbIBAEHbl ABE MPOAO/bHbIE
f3Bbl NPSMOM KWULWKK, O4aroBoe BOCMaseHue [oCTUrano
noacnuauctoro cnos [45]. No MHeHMIO aBTOPOB, COXpaHs-
olleecs o6pasoBaHue B nepuaHanbHOW 06nactu aBnaseTcs
BaXHbIM NMPU3HAKOM MHPaHTUIbHON GopMbl 6oe3Hn KpoHa
(oTmevaeTca y 65% aeten ¢ uHpaHTUNbHON dopmon) [45].

B elle ogHOM KAMHMYECKOM cnydae, onucaHHoMm C. lida
n coaBT. (2021), y ManbynKka 3 Mec 3aboneBaHne AebloTu-
poBano CoXpaHsAlWencs Avapeen, remaToxe3uen, BSANbIM
cocaHueM, oTcTaBaHneM B dmM3nyeckom passutuu [46]. o
pa3BuUTUS 3ab60neBaHnsa pebeHOK 6bl/1 340POB, HO HaxoanICs
Ha MCKYCCTBEHHOM BCKapMAMBaHWW ¢ poxaeHus. Mpu Kono-
HOCKOMWW BbISIBNIEHbI 13Bbl U THOW B NPSIMOW U HUCXOASLLEN
06004HON KULIKaX, CBA3aHHbIe C NOPa*KEHUeM CAU3UCTOMN
060/104KN OT MPSMON KWILKKM [0 CepeauHbl nonepevyHomn
o60404HON. COCTOSAHME MalMeHTa yny4ylWwnaochb nNpu Tepannm
MecanasuHOM U NpeaHM30a0HOM [46].

A.M. KoHoBanoBon un coaBT. (2023) (Camapckun MY,
r. Camapa) npeactaBnieH cnyyvan aebiota 6onesHn KpoHa
y pebeHKa nepBoro roga »u3uu [47]. PeGeHOK poanncs
OOHOLLEHHbIM, C poxaeHus o 1 roga 4 mec Haxoauncs
Ha rpyaHOM BCKapMm/avMBaHuW, Npukopm BeegeH ¢ 10 mec.
B Bo3pacTe 7 Mec NosSIBUAMCb MPOXKWUIKWU KPOBU B CTye,
NposiBNEHUs JepmaTuTa, NnegMaTpom 3anoo3peHa anneprus

K 6eflkam KOPOBbEro MOJ/IOKa, mMaTepun pebeHKa PEeKOMEH-
[oBaHa 6e3Mo/iovHaa aMeTa ¢ UCKIoYeHMeM O6auraTHbIX
annepreHoB, pe6eHKy Ha3HauYeHbl aHTUrMCTaMUHHbIE Npena-
paTbl, COP6EHTLI. B AMHaMMKe CUMNTOMbI COXpaHAnuch. Mpu
06cnefoBaHNM UCKTIOYEHbI KULeYHas MHbEeKUMs, nuiesas
anneprus (o6wmn wn cneunduyeckmn IgE otpuuaTenbHbl),
uenvakusa. B Bospacte 1 roga 10 mec pebeHOK rocnura-
NIN3UPOBAH C Kanobamu Ha XKUAKUIM CTySl CO CNU3bI0 U MNPHK-
MECb0 KpPOBM A0 5 pa3 B CYTKM, NPUCTYnoobpasHbie 60/u
B YXMBOTE, 3aAepxKKy dpuanyeckoro passutus. MNpu omubpo-
KOJIOHOCKOMMW B HUCXOAsSLWEN M nonepevyHon 060404HOM
KULLKax BUOHbI 93Bbl OKPYrIoM GOPMbI, C BblpaXKEHHbIM BOC-
nanuTenbHbIM BanoM, Ha AHe GUOPUH U TPpaHyNsLKUK; Ciu-
3ucTas 060/104Ka KPOBOTOYMT MpPU KOHTaKTe. 3anogo3peH
CcybTOTaNbHbIM S3BEHHbLIN KOMUT, NPOBOAMNACL Tepanus
MecanasuHoM, NpeaHM3010HOM. BnocneacTBmMm Npu cHuxe-
HUW LO3bl NPEAHU30I0HA BHOBb MOSIBUAUCH KIMHWYECKUE
npossneHus B3K, npu noBTopHOM rocnutanm3aunn 8 HMULL
300poBbs geten (. MockBa) AMarHo3 yTovyHeH (60/1e3Hb
KpoHa TOHKOM M TONCTOM KMLLUOK, CTeHo3upylowasa dopma,
yMepeHHas aKTMBHOCTb, HEMPEPbIBHO peuuanBupylollee
TeyeHue), npoBoaunacb Tepanuss UHGAIMKCMMabom, aanee
B Bo3pacTe 3 fieT notpeboBanacb CMeHa Tepanuu Ha aja-
numymab, B Bo3pacTte 4,5 net BCneacTBME HEQOCTaTOYHOM
3pDEKTUBHOCTM Tepanusa n3MeHeHa Ha Benoanaymab. Npu
CEKBEHMPOBAHUM OBGHapPYXKEHbl PefKue naToreHHble Bapu-
aHTbl B reTepo3nroTHOM COCTOSIHMKU B reHe STAT1 aKTuBa-
Topa TPaHCKPUMNUMK 1, acCOLMMPOBAHHbLIE C MEPBUYHLIM
nMmmyHogedpuumntom n B3K [47].

B npeactaBneHHbIX KAWMHWUYECKUX Clydasax Yy OeTen
¢ OPH-B3K npu pa3sutmumn 3aboneBaHus cHavyana npeano-
naranacb anneprusi K 6enKkam KOpPOBbLErO MOJIOKa, OAHaKO
3IMMWHALMOHHaN gMeTa ¢ NPUMEHEHWEM CMECU Ha OCHOBE
rmaponm3ata 6elka KopoBbero MonoKa 6bi1a HeaddeKTUB-
Ha [38, 45-47]. et poanancb AOHOWEHHLIMW U HE UMENHN
3nn3oaoB HOK B aHamMHe3se.

POJ1b NEPUHATAJ/IbHbIX ®AKTOPOB

B PASBUTUU B3K

Psaa nccnegoBaHmii NOCBSIWEH BAUSHUIO NEPUHaTaNbHbIX
daKTopoB Ha puck passutua B3K. Mo gaHHbIM cuctemaTmye-
cKoro o63opa L. Xu u coaBT. (2017), rpyaHoe BCKapmavBa-
HMWE acCOLMMPOBAHO CO CHWXEHMEM pUcKa 6onesHu KpoHa
(oTHOweHKWe waHcoB (OW) — 0,71; 95% poBepuTeNbHbIN
nHTepsan (95% AN) — 0,59-0,85) 1 93BEHHOr0 KonuTa
ow — 0,78; 95% AN — 0,67-0,91), npn 3TOM Hau-
MEHbLUMI PUCK OTMeYancs npv NPOAOCIKUTENbHOCTU Tpya-
HOro BCKapM/nBaHUs B Te4eHne MuHumyM 12 mec (6051e3Hb
KpoHa: Ol — 0,20; 95% AN — 0,08-0,50; s3BEHHbIN
Konut: Ol — 0,21; 95% AN — 0,10-0,43) B cpaBHEHUH
C AnuTenbHocTblo 3 unun 6 mec [48].

MHTEpeCHO OTMETUTb, YTO NpUMeHeHKe 4 1 6onee KypcoB
aHTMbGaKTepuaabHOM Tepanuu B nepeble 6 1 12 Mec XKU3HU
accouMMpoBanocb C pa3BUTMEM BOCMaNUTENbHbIX 3a6one-
BaHWM KULWEYHWKa y OeTen B Bo3pacTe ao 18 net (O —
6,34; 95% AN — 1,68-24,02 n Ol — 2,91; 95% AN —
1,31-6,45 cooTBeTcTBEHHO) [48]. AHann3 NoArpynnbl AeTen
¢ OPH-B3K (n = 19) nokasan ysennyeHune pucka OPH-B3K
npu aHTMBaKTeEpHanbHOM Tepanuu B rnepBble 6 MeEC KWU3HU
(cKoppekTupoBaHHoe Ol — 4,56; 95% AN — 1,48-14,02,
p = 0,01) n B nepBble 12 MeC KN3HWN (CKOPPEKTUPOBAHHOE
OW — 4,54; 95% AN — 1,47-14,02, p = 0,01), 0CO6EHHO
npu = 4 Kypcax Tepanuu [49].

[lo gaHHbIM cucTeMatTMyeckoro o63opa U mMeTaaHanusa
M. Agrawal n coaBT. (2021), npeHaTanbHOE BO3eNCTBUE aHTu-
6aKtepuanbHon Tepanuu (Ol — 1,8; 95% AU — 1,2-2,5)
M KypeHus Tabaka (Ol — 1,5; 95% AN — 1,2-1,9), a TakxKe



NepeHeCceHHbIN CpeaHnn oTUT B paHHem getctee (O — 2,1;
95% AN — 1,2-3,6) accoummpoBanuch ¢ pazsutnem B3K [50].

Mo mHeHuio A.A. Miré6-Gonzalez v coasrt. (2023), onucas-
LWKX KNnHKWYecknin cnydyan OPH-B3K y 23-mecsiyHOM naumeHT-
KW C pedKknum GeHOTUNOM SI3BEHHOMO KOMWUTa M COMyTCTBYIO-
MM MOPaXKEHMEM BEPXHUX OTAENOB XENYAOUYHO-KULLEYHOIO
TpaKTa, 0cob60€e BHUMaHME Mpu OLLEHKe pucKa pa3Butmns B3K
cnegyet obpallaTe Ha MHOrOKpPaTHOE NPUMEHEHWE B paHHEM
BO3pacTe HECKO/NIbKMX aHTUOMOTMKOB C aHTMaHadpoO6HOWM
AKTUMBHOCTbIO, TaKMX KakK METPOHWAA30/, aMOKCULUMANUH/
KnaBynaHaT U BaHKOMWLMH, OCOGEHHO y MaLMEHTOB C reHe-
TUYECKOW NpeapacnofioxKeHHocTbio K B3K [51].

HepoHoweHHocTb [49, 50] n Macca Tena npu poXKaeHun
MeHee 2500 r [49] He 9BASAUCH 3HAYUMbIMU daKTopaMu
pucKka B3K.

M. Velosa 1 coaBT. (2022) npoBenun aHanus npe- u nepu-
HaTanbHbIX GaKTopoB pucka B3K B nonynaunoHHOM uccne-
noBaHuM ¢ 50-neTHMM HabnaeHnem xutenen 3anagHoro
Nepycannma, poanBlumnxca B 1964—-1976 rr., y KOTOPbIX AaH-
Hble aHamHe3a 6bln 3aperucTpMpoBaHbl B paMKax nonyns-
LLMOHHOro nepuHaTanbHOro uccneaoBaHus B Mepycanume
(JPS), a TakKe OblnK nNpeactaBneHbl B 6a3e AaHHbIX anuge-
MHOIorMyecKon rpynnbl M3pannbCKoOro mMccnenoBaTefibCKo-
ro ueHTpa B3K [epi-lIIRN]. Bcero 661710 n3yyeHo 746 cnyvyaes
B3K 1 2043 cny4yas KoHTposbHoM rpynnbl [52]. B3K valle
BO3HUKaNU cpean cemen 3anagHoro NMpOUCXOXAEHUS, Yem
cpean cemen GNUKHEBOCTOYHOrO M ceBepoadpuKaHCKO-
ro MpoucxoxaeHus. HuM3Kas macca Tena npu poXAeHUH
(< 2500 r) pexe otmevanacb y nauneHToB ¢ B3K (n = 34;
4,6%) No cpaBHEHWIO C KOHTPOAbHOW rpynnow (n = 146, 7,2%,
p = 0,017); ata pasHuLa No YacToTe Oblna 605ee BblpaKeH-
HOWM Yy NALUMEHTOB C A3BEHHbLIM KONUTOM (2,6%, p = 0,0017),
yeM ¢ 60ne3Hbio KpoHa (6,2%, p = 0,03). B saHHOM uccneno-
BaHWW He BbISIBJIEHO 3HAYMMOrO BIMSHWUS KYPEHUS MaTepH,
rpyaHOro BCKapmnmMBaHus Ha pucKk B3K [52].

[aHHble 0 B3anmMocBa3n nepeHeceHHoro HOK ¢ puckom
pa3suta B3K orpaHu4eHHbl, ogHaKo TPU OMMCaHHbIX KIU-
HUYECKMX cnydaa 6one3Hn KpoHa y nauueHToB, NepeHec-
wux HOK B neproae HOBOPOXKAEHHOCTU, CBSA3aHbl UMEHHO
C Xupypruyeckon ctagnen HOK. Y ogHON AEBOYKM C TSKENbIM
TeyeHnem HIK (noTpeboBaBWWM pe3eKuMn 4acTu TOHKOWM
M TOICTOM KULIOK), pa3Bunacb 60n1e3Hb KpoHa ¢ nopaxeHu-
€M NoAB30LWHON KNLWKK B Bo3pacTe 10 neT. TeyeHne 60nes-
HU OCNOXHWIOCb Pa3BUTUEM MNepupeKTanbHOro abecuecca/
$ucTynbl. Y BTOPOM NaLMEHTKM, KOTopas NepeHecna pesekK-
LLMIO HYacTU TOHKOM KMULWKKM M Haxogunacb Ha 30HA0BOM MNuTa-
HUW B TeYEHUe NepBOoro roga KmM3Hu, 6onesHb KpoHa ¢ nopa-
YXEeHWEeM NoAB3AOWHON KWIWKK pasBunacb B 19 net [53].
Y TpeTben nauneHTkm 6one3Hb KpoHa 6bi1a guarHoctMpoBa-
Ha B Bo3pacTte 33 neT (ogHaKo 3a 14,7 n 6 neT 40 NoCTaHOB-
KW AMarHosa y Hee OTMeYanucCb 3nNu30[4bl TOHKOKMLLIEYHON
HenpoxoanmocTh). pn KONOHOCKOMUK BbISBIEHbI HEKPO-
BOTOYallME $A3Bbl TEPMUHANBHOrO oTAena MNOAB3AO0LHON
KWULWKK, NPU TMCTONOTMYECKOM UCCNef0BaHUU — aKTUBHbIN
uneut. MNMpu anarHOCTUYECKOW NanapoTOMWKU BAONAb TEPMU-
HaNbHOro oTaena noAB3AOLWHON KWUWKK Obln BbISBAEHbI
3 KOpOTKKE CTPUKTYpbI [54].

A.T. Aweynosoin u J1.B. JleBuyk (2021) (Ypanbckuin TMY,
r. EkaTepuHO6ypr) npeactaBneH KIMHUYECKUIA criydan 6ones-
HM KpoHa y pebeHKa ¢ CMHOPOMOM KOPOTKOM KWLLKK, pas-
BMBLLMMCS NOCNE XUPYPTrMYECKON KOPPEKL MU HEMPOUHTECTU-
HanbHOW gucnnasun [55]. Pe6eHOK poanacs AOHOLIEHHbIM,
BO BpeMs poOAOB nepeHec acPUKCUIO cpedHen CcTeneHu
TaxecTn (6annbl no wKane APGAR 6 1 8 Ha 1-M 1 5-i MWH
W3HW), B PaHHEM HeoHaTa/bHOM Mepuoae Mnoayyan aHTu-
6aKTepuanbHylO Tepanuio B TevyeHue 3 CyT, BbiNUCaH M3
POAMNBHOIO AOMa Ha 7-e CyT W3HWU. PebeHoK ao 1,5 mec

YXU3HW HaxoauIcsa Ha rpyaHOM BCKapMaMBaHuu. Ha 23-u cyT
WU3HW FOCMWUTANU3UPOBAH C CMMMATOMAMM 3HTEPOKOAMTA,
nogo3peHMem Ha 6onesHb [MpuwnpyHra. BeinonHeHa 6uon-
CUS TOHKOW M TOJNICTOM KMULIOK, BbIIBIEHA HEWPOUHTECTH-
HanbHaa AMCNNa3usa KWUWeYHWUKa, NPOBEeAEHO onepaTnBHoe
fieyeHne (HanoxeHue OBOMHOM waeocTombl). B Bo3pacte
5 Mec y pebeHKa oTMevanucb KIMHUYECKUE NPOsSBAEHUS
anneprun K 6enKaM KOPOBbEro MOJIOKa, OAHAKO 3MMUHa-
LIMOHHaA aneTa He cobntoganacb. B 8 mec B ¢BA3K ¢ 3Baru-
Hauuen oBOMHON MNEOCTOMbI BbiNonHeHa pe3dekuums (10 cm),
PEKOHCTPYKLUMS naeoctombl. B 11 Mec BbINOMHEHO UcceYe-
HUE MNeocToMbl, pOpMUpPOBaHME aHacTomo3a. B auHamuke
OTMEYaNnCb METEOPU3M, HapylleHMEe OTXOXKAEHWUS cTyna,
pas3XuKEHHbIV CTyN B HOYHOE BpeMs. B BospacTe 3,5 net npu
o6cnefoBaHnM BO BPEMS rocnutann3aunmn oTMeYeHbl NoBbl-
LWEeHHble YPOBHMU IGE K 6elkaM KOPOBbEro MOJIOKa U KYPUHO-
ro auua; npu nppurorpadmn n GUBGPOKONOHOCKOMNUU BbISIB-
NIeH MerakonoH. B guMHamuKe oTMevanocb HeperynsipHoe
OTXOXAEHWe CTyNna, B Bo3pacTte 4 neT BbiNo/HEHa ToTalbHas
KONaKToMUS, chOpMMpPOBaH MeopeKkToaHacTtoMo3. [ocne
BbIMUCKM PEKOMEHAaLMK NOo MNUTaHUto pebGeHKa nonyane-
MEHTHOM CMEChIO He BbINONHANNUCL. B Bo3pacTe 4 net 7 mec
pebeHOK rocnuTann3npoBaH B CBSSW C COXpaHstoLllencs
cyb6debpunbHOM nnxopagKon (otcytcTeue addeKTa oT Tepa-
nMM néynpodpeHom), npu MNOCTyNIEHNUN OTMEYaNUChb TsXKe-
naa 6enKOBO-3HepreTnyeckas HeAOCTaTOMHOCTb, aHemus
TAXKENON CTEMNEHU, NENKOLMTO3 CO CABUIOM NIEMKOLMTAPHOM
GopMynbl BNEBO, BblpaXXEHHbIN METEOPU3M, PaSHKUKEHHbIN
o6unbHbIM cTyn Ao 4—5 pa3s B cyTku. [locne ctabunmsauumn
COCTOSIHMSI MpPU 3HLOCKOMMYECKOM MCCNeaOBaHUU TOHKOM
KWULWKKN OBHapyeHbl MHOXECTBEHHbIE S3BEHHbIE AedeKTbl,
aunarHoctupoBaHa 60ne3Hb KpoHa TOHKOM KMLIKW; MPOBO-
auvnacb Tepanus MeTUINpeaHn30/I0HOM, Mecana3snHom [55].

FTEHETUMECKME UCCNIEAOBAHUSA NPU H3K U B3K

C pasButem HIK moxeT accoumumpoBaTtbCs Hanuyue
O[HOHYKNEOTUAHbIX NOAMMOPDU3MOB / 3aMEHbl aMUHOKUCIOT
B reHax MD2 (C-1625QG); SIGIRR (p.Y168X), SIGIRR (p.S80Y);
NOD2 (G9O8R), NOD2 (R702W) , NOD2 (1007fs) (Hanuine
ofHoro BapuaHTta nonumopdmnama NOD2 He accoLMMpoBaHO
¢ HOK, pu1CK ecTb TONbKO Mpu Hanuiuu 6onee AByX BapuaH-
T0B NOD2); MBL2 (-221G>C); MBL2 (-221G>C); NFKB1
(—24519delATTG); IL6 (8.4880C>QG); VEGF (C-2578A); eNOS
(894G>T), eNOS (-786T>C); HBEGF (140338940G>T);
HBEGF (140338940G>T) [56]. M1HOpHble annenu B Knac-
Tepe OAHOHYKNEOTUAHbIX MOAMMOPPU3MOB, OXBaTbliBato-
wem 43 TbiCa4M nap HyKNeoTMAOB y4acTKa AIMHHOrO nneya
8- xpomocoMmsbl (8923.3), accoummnpoBani ¢ NOBbILLEHHbIM
pucKom xupyprudeckoro HOK (O — 4,72; 95% AN —
2,51-8,88). laHHbIN KnacTep, Ha3BaHHbIn NECRISK region,
HaxoAuTCa B MeXreHHon obnactn mexay reHamu CSMD3
n TRPS1 [57].

E. Tremblay # coaBsT. (2016) nposBenu aHann3 BbICO-
KOMpPOU3BOAUTENBLHOIO CeKBeHupoBaHua MPHK o06pas-
LLOB MOAB3AOWHOM KULLKK, MONYYEHHbIX OT HEAOHOLIEHHbIX
HOBOPOXAEHHbIX MpU XUPYypruyeckom nedyeHumn HIK [58].
Buonornyecknmu nytamu, n3meHeHHbiMm npu HIK, asnanunco
nyTW, KOAMPYOWMNE UMMYHHble QYHKLUMWU, TakMe KaK nepe-
Jaya curHanoB T- U B-kneTok, pa3suTue B-KneTok u cospe-
BaHWe OEHAPUTHBIX KNETOK, AManeaes M posb PeLLenTopos
pacno3HaBaHUsa 06pas3oB GaKTepun 1 BMPYCcOB. BbisBneHa
noBbiWeHHaa akcnpeccuss CXCL8/IL8; LCN2, Koaupytolle-
ro HEMTPOOUNbHYIO XenaTtuHasdy NUNOoKanuH/NMNOKaanH-2;
TFF3. ABTOpbl CpaBHW/M MONYYEHHbIE Pe3ynbTaTtbl C AOCTYN-
HbIMW JaHHbIMW B3POCAbIX NMaLMEHTOB ¢ 60Me3Hbi0 KpoHa:
6onee 60% 3Ha4YNMbIX NyTeN, BbiIIBNEHHbIX Npu HIK, Takke
6blnM BbISIBNAEHbI Npu 60ne3Hn KpoHa (NyTW, cBsi3aHHble
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C HapylweHnem ¢pu3nonornn B-KneTok, HapyweHuem agan-
TMBHOIO M BPOXAEHHOrO0 UMMYHMUTETA, HapylweHMeM OTBeTa
Ha WMHOEKUMIO, UBMEHEHWEM BOCMPUUMYMBOCTU K OaKTe-
puanbHon nHeKumn) [59].

et ¢ mnageHyeckum B3K nmetoT 0CO6GEHHO BbICOKMM
PUCK MEPBUYHBIX UMMYHOAEPULUTHBIX COCTOSHUM, Y AeTewn
¢ OPH-B3K uenecoo6pas3Ho npegnofaratb MOHOreHHble
nedeKkTbl, obycnoBnuBawume ©GOHOBbIM UMMyHoaeDU-
umt [60]. MoHoreHHble BapuaHTbl OPH-B3K MoXHO pas-
[LennTb Ha 5 rpynn: cBs3aHHble ¢ gedeKTamun anuTennanb-
Horo Gapbepa; darouuTapHbiMK OedeKkTaMu; gedpeKTamu
T- 1 B-knetok; T-perynsatopHbIMU KIIETKAMK U Nnepeaaven cur-
HanoB; rMnep- u aytoBocnanuTeNbHbIMK cocTOHUAMK [60].
MoHoreHHble gedeKTbl Npy B3K accounmpoBaHbl CO CHUXKE-
HUMeM GapbepHblX GYHKUMN KULWEYHOro anuTenus n 6akrte-
PUanbHOr0 KAMPEHCA, CKIOHHOCTbIO K HEKOHTPOMPYEMOMY
BOCMaNEHN0 M ayTOMMMYHHOMY BOCMafeHW0 BCMeACTBUE
ycuneHusa aktuBaumn T- n B-numbounTOB, a TakkKe Hapy-
WIEHUS KOHTPOAS M MMMYHONIOrMYECKON pPerynauun yepes
perynatopHble T-knetku u IL-10 [59].

o paHHbIM MccnenoBaHus, nposeaeHHoro B PAKE PHUMY
uMm. H.N. Muporosa, . MockBa, B Koropte M3 135 getewn
¢ OPH-B3K moHoreHHoe B3K-nogob6Hoe 3aboneBaHue
(NepBUYHbIN  MMMyHOAEDULUUT) OblI0 BEPUDULMPOBAHO
y 9 (6,7%) neten [39]. Mo AaHHbIM aHanM3a UMMYHOMOrnYe-
cKoro craTyca y aeten ¢ B3K B Bo3pacte fo 5 net (KnuHuka
CN6ITIMY, r. CanKt-lNeTepbypr), npu 6one3un KpoHa (n = 19)
OTMeYeHo CHMKeHune ypoHen NK-kneTok y 58% aeten, Hapy-
weHue darountoda — y 100%, nosbiweHne yposHen IL-10 —
y 16%; Npu 93BEHHOM KoJsiuTe (N = 2) He 0OTMEeYasioCb CHUXe-
Hus NK-KneToK 1 napametpoB ¢arouuntosa [61].

3AKJ/IIOMEHUE
TakuM 06pa3oM, XOTs AaHHbIE O B3aMMOCBS3U NepeHe-
ceHHoro HOK ¢ pasButMem B3K orpaHuyeHbl, HE06X0AMMO
MMETb HAaCTOPOXKEHHOCTb B oTHoweHun OPH-B3K y getent:
® nepeHecwux xupypruyeckoe nevenve HIOK B nepuoge
HOBOPOX/IEHHOCTH;
°  umelolWmMx peunanBupytowee TedyeHne HIK, nnoxo noa-
Jalolieecss KOHcepBaTUBHOW Tepanuu;
® HOBOPOMXAEHHbIX C NOJO3PEHNEM Ha annepruto K 6enkam
KOpPOBbEero MoJIoKa M oTcyTcTBUEM 3PDEKTUBHOCTU I/U-
MWHaLMOHHON [IMEThI;
® C COXpaHsloLlLencs NPUMECb0 KpOBW B CTyfe, OUTENb-
HOWM Avapeen, HeCMOTPS Ha NPOBOAUMYIO TEPAnUIO;
* MMeloLMX 06pa30BaHUg B NnepuaHanbHoOM 061acTu.
Kpome TOro, Heo6xoAMMO Y4WUTbIBATb [ApPYrne OCOGEH-
HOCTM NepuHaTanbHOro nepuoaa (BO34eNCTBME aHTUOaK-
TepuanbHOW Tepanuu MnpeHaTanbHO, a TaKXKe NMpUMeHeHWe
HECKOJIbKMX KYPCOB aHTMOaKTepranbHOM Tepanuun B TeyeHne
nepBoOro rofa XM3HW; BO3AENCTBNE KYPEHWUS NMpeHaTasbHO;
MCKYCCTBEHHOE BCKapM/MBaHue).
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B 0630pe nntepatypbl NpUBOAATCS CBEAEHMS O MNOC/IEACTBUSAX aHTMOuoTuKoTepanmun (ABT), BO34ENCTBUIO KOTOPOH PEGEHOK
rogBepraeTcs B nnepuHaTaibHOM rnepuoae, B OTHOLEHNN GOPMUPOBaHUSI BarKHENLLEN CUCTEMbI OpraHu3Ma — KULLIEYHOM
MUKPOBMOTBI. [TpeacTaBaeHbl OCHOBHbIE XapaKTEPUCTUKU MOBPEXAEHMS MUKPOBMOTbI KULLIEYHUKa MAaAeHLeB npu pas-
JIMYHOM BpPEeMeHM 3Kcrno3uumn n obbeme ABT, a TakKe 0CO6EHHOCTU BNSHUS aHTUOMOTMKOB Ha CTaHOBJIEHUE KULLIEYHOM
MUKPOBMOTLI Yy JJOHOLUEHHbIX U HEAOHOLIEHHbIX AE€TeN. M310)KEeHbI COBPEMEHHbIE AaHHbIE O GOPMHUPOBaHUN PE3UCTOMaA
natobMOHTOB U CUMOMOHTOB B COCTaBE MMUKPOOMOTbI KULIEYHMKA B AMaAEe «MaTb — AWUTS» U BO3MOMHOCTM BEPTUKAasIbHOM
(0T matepn K pebeHKy) U ropU30HTaIbHON (MEXAY MUKPOOpraHu3amMammu) nepegadyn reHoB aHTMOUMOTUKOPE3UCTEHTHOCTH.
OxapaKTepn3oBaHbl OCHOBHbIE CTpaTermm MUHUMMU3aLMM HeraTuBHbIX MOCAEACTBUN nepuHaTaibHon ABT.
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This literature review provides data on antibiotic therapy (AT) consequences that child may be exposed during the perinatal period
considering the development of the most crucial body system — intestinal microbiota. The main characteristics of the intestinal
microbiota disturbance in infants due to various AT exposure time and volume are presented. Moreover, antibiotics' effects on the
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AHTUBUOTUKMU: PEBOJIIOLIUA B JIEHEHUH

WHOEKLMMA, PACTIPOCTPAHEHME,

NMOBOYHbLIE 3®®EKTbI

MepBblM NPUPOAHbLIA aHTUONOTUK — MEHULMINNH — ObiN
BblAeNIeH U3 nnecHeBoro rpnba Penicillium notatum, nocne
TOro Kak 3 ceHTA6pa 1928 r. 6GpUTAHCKUIA MUKpPOGMONOr
AnekcaHap PnemuHr 3ameTun, 4TO Cay4arHo nonaBwas
B YallKy C KynbTypow CTadWIOKOKKa MSieCeHb YHUUTOXMNA
MOYTM BCE €ro KONoHWW. PNeMUHry yaanocb BblAENUTb M3
njecHeBoro rpuba aHTMGaKTEPUaibHOE BELLECTBO, KOTOPOE
OH HasBan neHuuunanHoM [1]. 3a OTKpbITUE, U3BMEYEHUE,
OYMUCTKY M 3SKCMEPUMEHTAIbHOE UCCNefoBaHWe NeHUUMIIN-
Ha (pe3ynbrathbl ony6anMkoBaHbl B 1940 r. [2]) A. dnemuHr,
I. ®nopu 1 3. YerH B 1945 r. 6binm yaoctoeHbl HobeneBcKowm
npemuu. B Hallen ctpaHe NeHULMANKH Oblal co3aaH C UCMNOJib-
30BaHWeM wramma Penicillium crustosum B 1942 r. rpyn-
non wuccneposaTesie Noj PYKOBOACTBOM MUKpobGuonora
n anngemunonora 3.B. EpmonbeBon [3]. MHTepecHo, ofHa-
KO, 4YTO BELLECTBO, NAEHTUYHOE TETPALIMKIINHY, OOHAPYXEHO
B KOCTSX JIIOAEN, XKMBLUKX elle B IV-VI BB. g0 H.3. [4].

LLiInpoKoe ncrnonb3oBaHWe aHTUOMOTUKOB B KIIMHUYECKON
npaKkTuke HadmHas ¢ 50-x rr. XX B. NpMBENO K peBooLmn
B 60pb6e C MHOEKLMOHHO-BOCMNANUTENIbHLIMK 3a60/1€BaHu-
Amu. bonee Toro, yxke B 50-70-x rr. XX B. 6blIM OTKPbIThI BCE
OCHOBHbIE KNacCbl aHTUOMOTUKOB, 3BECTHbIE HAM CEroAHs;
B Mocneaylouem npoucxoamna npemmMmyllecTBEHHO MoandU-
Kauus yxKe cyllecTBylowux npenapatoB [5, 6]. XoTa HOBble
Hay4Hble TEXHONOMMKW Jann Hafexay YenoBeyecTBY Ha OTKPbI-
TUE HOBbIX aHTUOUOTUKOB [7], B NOCAEAHME rofbl Ha pasnny-
HbIX 3Tanax pa3paboTKM HaxOAMTCS NMLb HECKONbKO TaKMX
mMoneKkyn [8-10]. Tem He MeHee, aHTMOMOTMKM OCTalOTCH
OAHUMU U3 Hambonee 4acTo MCMoNb3yeMblX TeKapCTBEHHbIX
CcpeacTs, B TOM 4MCne y AeTen paHHero Bo3pacTta. Tak, no
HeKoTopbIM AaHHbIM (KaHaga), CUCTEMHYI0 aHTMBUOTUKOTEPA-
nuio (ABT) nonyyanu 6onee 30% mnageHues [11]. B ctpaHax
C HU3KUM M CPefHUM YPOBHAMM AOXOA0B HAceneHus (AaHHble
8 cTpaH) B TeYeHWe NnepBbixX 5 NeT XKU3HW NPU YCTaHOBIEHUU
AvarHosa pecnvpaTopHoro 3aboneBaHns aHTMOUOTUKM NOSTY-
yatoT B cpeaHem okono 80%, a npu yCTaHOBNEHMM AnarHo3a
onapen — okono 50% peten [12]. MNpuyem Temnbl yBENU-
YEeHUS CYTOYHbIX O3 aHTUOMOTUKOB B TaKMX CTpaHax BblllUe,
4eM B MPOMbIWIEHHO Pa3BUTbIX CTPaHax, XOTH KONMYEeCTBO
Ha3Ha4yaeMblx NpenapaToB Bce elle Huxe [13].

ABT conpoBoxaaeTcss No60o4YHbIMK 3bPeKTamu, cpeau
KOTOPbIX 0CO60€e BHUMaHWe Bceraa yaensiv U3y4eHuto TOK-
CUYECKUX U annepruyecknx peakumnn, a Takxe oTHOCUTENIbHO
PenKMX MKU3HEeYrpoXKalolmx COObITUI (aHabUNaAKTUYECKUI
LOK, cuHApom CTuBeHa — [)KOHCOHA, TOKCUYECKUI annaep-
ManbHbIA HEKPONKU3, AN cuHApom Jlanenna, otek KBuHKe).
Mo pgaHHbIM cucTeMaTU4ecKoro o0630pa, pacnpoCTPaHEeH-
HOCTb a/iIepruyecKkmnx peakunin Ha aHTMBUOTUKN BapbupyeT
B AManasoHe oT 5 Ao 35% y B3pOC/bIX NaLUMeHTOB U CoCcTaB-
naet okono 5% y aeten (MMHMManbHas y AeTew B Bo3pacTe
no 5 ner) [14]. MNpu 3atom annepruyeckne peaxkumu tvna |
Yyalie BCEro BO3HMKAlOT MPWU MCMONb30BaAHWUU MEHUUMNINU-
Ha [14]. CneayeT, 0oAHaKO, OTMETUTb, HYTO NPU NPOBEPKE CO06-
LLEHNN 06 anneprun Ha NEHNUMNAUH Yy B3pocnbix B 90% cny-
YyaeB 3Ta MHPOpMaLMS He Bblna noaTBep:kaeHa [14].

B nocnegHue pgecatunetua Bce 60Jiblle BHUMaAHUA yae-
NAIOT HErATUBHOMY BAUSHWUIO @aHTUOMOTUKOB Ha MUKPOOKOTY
yenoBeKa, B TOM YMC/Ee Ha paHHMX 3Tanax oHToreHesa. Tak,
YyCTaHOBJ/IEHO HeraTnBHoe BNnsiHue ABT (CHUXKeHWe GaKTepu-
anbHOro pasHoobpasns U ypoBHA MUKPOBOB-CUMOUOHTOB)
Ha dopmUpoBaHME MUKPOOBUOTbI KOXKMK [15] U KULWEYHUKa
mMnageHueB [16, 17]. Kpome Toro, otMeyeHo, 4To npobnema

3alKUTbl MMKPOBKOTLI B NMpoLecce ee CTaHOBNEHUS Y AeTen
OT HeratuBHoro BnausHusg ABT TecHo cBsf3aHa ¢ dopmupo-
BaHMEM pe3ncTomMa (COBOKYMHOCTU rEeHOB YCTOMYMBOCTH
K @aHTUOMOTMKaM B MUKPOBUOTE KULIEYHHUKA [17]) KaK MHAK-
FEHHbIX, TaK U YCNOBHO-NATOreHHbIX MMKpOoopraHnamos [18].
B aTom e Kioye ndyyaetcsd posib Mobuioma — COBOKYI-
HOCTU MOOGW/IbHbBIX FEHETUYECKUX IN1EMEHTOB (Mnasmuabl,
MHTErpoHbI, 6aKkTepnodaru n TpaHCNo3nMpyeMble 3NeMEHTHI),
CMOCOOBHbIX NepeMelLaTbCs BHYTPU FEHOMOB MUKPOOPraHn3-
MOB WK Mexay Humu [19, 20].

OHTOTrEHE3 KULMEYHOW MUKPOBMOTDI.

YYACTHE KMILEYHOW MUKPOBHOTDI

B ®OPMUPOBAHUN UMMYHHOM

3ALLUTBI OPTAHU3MA

MuKpo61oLEHO3 YenoBeka — 3TO daKTop aganTtauuu
opraHuM3ma K MEeHSIOLMMCS YCIOBUSIM OKpY)KalolWen cpeabl.
OHTOreHe3 KULEeYHON MWUKPOOWUOTbI Yy 3[40POBOro pebeHKa
BKJIIOYAET NOCNEA0BaTENbHYIO 3TAMHY0 CYKLECCHIO — U3MEHE-
HWe OTHOCUTENbHOM NN aBCOMIOTHON YUCIIEHHOCTH OAHOMO UK
HECKONIbKMX MUKPOOPraHu3MOB B MUKPOOHOM coO6LLeCTBE
[21, 22]. Oco6eHHO BaxeH cocTaB MWUKPOOWOTHI B MEpBble
1000 cyT »U3HU pebeHKa, NMOCKO/IbKY MMEHHO B 3TO Bpems
GopMupyeTca UMMYHHbIR GEeHOTUN, OTBETCTBEHHbLIN 3@ BOCMPU-
MMYMBOCTb K MMMYHOOMOCPEAOBaHHbIM 3aboneBaHunam [23].

MNpeanonaraetcs, 4TO BAMSHUE MUKPOOMOTHI Matepu Ha
CTaHOB/IEHWE MUKPOBUOTLI U UMMYHUTETa ByayLLero pebeHKa
NMPOUCXOAMT YIKe BHYTPUYTPOOHO [24]. M3BECTHO, Hanpumep,
4YTO MpPU AOCTAaTOYHOM YPOBHE KOHTaMWHaUMKW Bharanuiia
maTepu naktob6auunnamu B MyNnoBMHHOW KPOBW HOBOPOXK-
OEeHHbIX oTMe4aeTcs 6onee BbicoKas akcnpeccuss CDA5RO
(mapkep 3penbix CD4* T-KNeToK), 4eM Yy HOBOPOMKAEHHbIX,
KULleYyHas MUKpobuoTa MaTepen KOTOpbIX He coaepana
naktobaumnn [25]. Bmecte ¢ Tem, He BbI3bIBA€T COMHEHUM
TOT PaKT, YTO CTapTOBast KOJIOHM3aLIMS KMLWEYHUKA HOBOPOXK-
[IEHHOr0 MPOUCXOAMT MPEUMYLLECTBEHHO B MHTPaHaTalbHOM
nepuoge npu yvacTuu rnaBHbIM 06Pa30M MWKPOOPraHM3-
MOB MWKPOOGMOTbI Bnaranuuia matepu [25]. OgHako nocne
BarnHanbHbIX POAOB AN MUKPOOUOTHI KULLEYHUKA 300POBbIX
[IOHOLUEHHbIX HOBOPOXJEHHbIX XapaKTepHO HU3KOe pa3Ho-
obpa3ne MUKpoopraHmamoB [26, 27]. Ee coctaB B cneayto-
LMEe HECKONbKO HEAENb XU3HM NpeTeprneBaeT 3Ha4YUTENbHbIE
M3MEHEHWS B CBA3KU C BCKapM/MBaAHWEM MATEPUHCKUM MOO-
KOM. B pesynbrate dopmupyetcs MUKpobuoTa, cocTosLias
B OCHOBHOM W3 3HTepobGaKTepuit (35%), MUKPOOPraHM3MoB
rpynnbl Bacteroides fragilis (23%), aHTepoKoKKoB (18%), cTa-
GUNOoKoKKoB (13%) n 6udmaobarktepu (9%) [28]. B uenom
B TeYeHWe MNepBbiX HeAeNb KU3HM B KULLIEYHOW MMKPOGKO-
Te MfafdeHua npeob6nagatoT daKynbTaTUBHbIE aHa’pobbl,
OAHaKO B nocneaylolwemM AOMUHUPYIOT 06anraTHble aHaspo-
6bl, B YacTHocTh 6uduaobaktepun, B. fragilis, Clostridium
coccoides u C. leptum [28]. B nocTHaTanbHOM nepuoae HAn-
BU/yasbHble OCOGEHHOCTU KMLIEYHOM MUKPOGWMOTLI onpeae-
NSOTCS HEe TONbKO OCOGEHHOCTAMM CTApTOBOrO BCKapMIIVU-
BaHWSA, HO M CNoco6oM pPOLOPa3PELIEHNS, reCTaLlMOHHbIM
BO3PAcTOM HOBOPOXAEHHOM0 M NPUMEMOM AHTUOUOTUKOB
[29, 30]. YctaHOBNEHO, HANpMMep, YTO aHTUOUOTUKK U3Me-
HAIOT TpaekTopuio GOpMUPOBAHUS MHUKPOGMOTLI, CMOCO6-
Hbl 3amMeaNATb 0ObI4YHYO CMEHY MWKPOOPraHM3MOB U Aarke
BbI3bIBaTb perpecc Mmkpobuotsl [30, 31].

BaxHON YHKUMEN KULIEYHOM MWMKPOOMOTbI B TeYeHue
nepBOro roja *M3Hu pebeHKa ABASEeTCs y4acTue B CTaHoBIe-
HUU UMMYHHOM cucTeMbl [32—34]. B 4acTHOCTH, NOKa3aHo, YTo
HEKOTOpPbIE MHAUMEHHbIE MUKPOOPIraHn3Mbl, 1 Npexie BCero
6UPNA0GAKTEPUN C TeHaMK, OTBETCTBEHHbLIMM 3a YTUIM3aALMIO



0oNiMrocaxapuioB rpyagHoOro MosioKa, y4acTByoT B GOpMMPOBa-
HUWM NONYNALMK KULEeYHbIX T-xennepos [34]. COOTBETCTBEHHO,
HapyweHns GOpMUMPOBaHUA MUKPOOKMOTLI B 3TOM BO3pacTe
BeOyT K MOTEeHUMaNbHO HEratTMBHbIM WM3MEHEHUSIM WUMMYH-
HOW cucTembl. [loka3aHo, HanpUMep, 4TO Y HOBOPOXAEHHbIX
C KMLIEYHbIM AMCOMO30M (HM3KOE pa3Hoob6pasne MUKPOOp-
raHn3moB, npeobdnagaHne MMKPOOPraHM3MoB Knacca Bacilli
unn Gammaproteobacteria) y>ke B Bo3pacTe 3 MeC BblBASET-
€S NoNynaumMs akTMBUPOBaHHbIX T-KNeToK [35].

AHTE-, UHTPA- U PAHHASA NOCTHATAJ/IbHASA

AHTUBMOTUKOTEPANMUSA: BINMKAWLLEE

U OTCPOUYEHHOE B/IMAHUE HA MUKPOBUOTY

KULUEYHUKA U 31O0POBLE PEBEHKA.

OCOBEHHOCTH B/IMSIHUA NEPUHATAJIbHOM

AHTUBMOTUKOTEPAMUWU HA JOHOLUEHHbIX

U HEAOHOLUEHHbIX HOBOPOXAEHHbIX

ABT 6epeMeHHbIX }EHLLMH MOXET 6bITb NPOBEAEHa C NPOo-
GuUnaKkTMyecKon wunu nevebHon uenbto. MpodunakTmyeckoe
Ha3Ha4YyeHWe aHTMOMOTUKOB NMOKa3aHOo MpH BblAENEHUN U3 Liep-
BMKaNbHOro KaHana 6epemeHHon B cpoke 35—37 Hep recta-
LMK CTPENTOKOKKa rpynnbl B (Streptococcus agalactiae) [36].
KaK n3BecTHO, aTa 6aKTepus MOXKET 6€CCMMMTOMHO KOJIOHU-
3¥poBaTb BRarajullie M XKenyao4yHO-KULEYHbIN TpakT Gepe-
MEHHOW EHLWMHbl [37] U Npu 3TOM OblTb MNPUYMHOM Mpe-
KOAEBPEMEHHOIO NpepbiBaHUsA 6epeMeHHOCTU U Pa3BUTUSA
Yy HOBOPOX/AEHHOIO THXEN0N BHYTPUYTPOOHON GaKTepuanibHon
WHOEKUMNM — paHHero HeoHaTanbHoro cencuca [37, 38J.
B uenom B 3KOHOMWYECKM pa3BUTbIX CTpaHax noytn 30% 6epe-
MEHHbIX XEHLLMH MoNy4atoT aHTUGMOTUKM XOTS Bbl OAMH pa3 Ha
npoTsxKeHnn 6epeMeHHocTU [11]. B HacTosilee BpeMs OTCyT-
CTBYIOT K/IIMHMYECKME AaHHble 06 WM30/MPOBAHHOM BAMSAHWUMU
aHTeHaTanbHoM ABT Ha KuLeyHylo MUKPOBHOTY pebeHKa.

[na npodunakTukK BepTUKanbHOM nepepayn S. agalactiae
OT mMaTepu K pebeHKy NMpUMeHsieTcs MHTpaHaTanbHasa ABT
[37, 39]. BHegpeHne nocnegHen B CTpaHax C BbICOKUM
YPOBHEM [AOXOAOB HaceneHuUs NPUBENO K CYLLECTBEHHOMY
CHUXEHMIO 3a60/1€BaeMOCTU PaHHUM HeoHaTaslbHbIM cen-
cucom (go 0,3-1 cnyyvass Ha 1000 xunBopoxaeHun) [40].
NHTpaHaTanbHO aHTUOMOTUK MOKa3aH TaKKe M POXEeHWLaM
npu onepatMBHOM pogopaspelueHnn [41]. Bmecte ¢ Tewm,
WHTpaHaTanbHas ABT oKa3blBaeT HeraTMBHOE B/IUSIHWE Ha
KULLIEYHYIO MWKPOOMOTY MnageHua. Tak, Mo AaHHbIM Mpo-
CMEKTUBHOIO KOrOpTHOro MCCefoBaHus, MHTpaHaTanbHoe
npUMeHeHWe aHTMOUOTUKOB Yy 6epeMEHHbIX, 0COBEHHO MpH
MCMonb30BaHUMK [ABYX M 6ofiee npenapatoB pa3HblX Kiac-
COB, CBA3aHO ¢ 60/1ee HU3KUM pa3HoO6pPa3nMeEM KULLIEYHOM
MUKPOGMOTbI Y AOHOLIEHHbIX MaAEHLEB B Bo3pacTe 6 Heq
B CpaBHEHWW C KOHTPOSIbHOW rPynmnon (HOBOPOXAEHHbIE,
MaTepu KOTOPbIX He Mofnyvyanan aHTUOUMOTUKK), B TOM YWUC-
e nocne KOppeKuun BAWSHMA Npuema aHTMOMOTUKOB BO
BpemMsi 6epeMeHHOCTM U B NOCTHaTalbHOM nepuoje, a Tak-
e XapakTepa BCKapmavBanusa [42]. Bonee Toro, y geten,
MaTepu KOTOPbIX MOAydYanu MHTpaHaTajbHO MEHULMIINH,
B Bo3pacTe 12 mec 6bln HUXKEe Konu4yecTBa Bacteroides,
Bifidobacterium w Blautia. NMpwn WHTpaHaTanbHOM NpuUMe-
HEHUU Yy 6epeMeHHbIX LiedanocnopnHOBbIX aHTMOUOTUKOB
K 12 MeC XMU3HM pebeHKa B cOCTaBe MMKPOOWMOTbI 3HAYK-
TENbHO CHWMXXaeTcsa KonuyecTBo Bifidobacterium. HanpoTtus,
npu OAHOBPEMEHHOM WHTpaHaTalbHOM MPUMEHEHUWU ABYX
U 6osiee KaccoB aHTUOMOTMKOB OTMEYEHO YyBen4veHue
B COCTaBe KMLLIEYHOM MMKPOOMOTHI MNadeHLeB B Bo3pacTe
1 roga KonuyectBa Veillonella dispar. ABTopbl uUccneno-
BaHMA MOKasanu, 4TO Kiacc NPUMMEHSIEMbIX B POAaX aHTK-
GMOTMKOB OKa3blBaeT 3HaAYMMOE BJIUSIHWUE Ha TPaAEKTOPUIO

pPa3BUTUSA KULLEYHOW MUKPOOMOTbI MAageHua Ha npoTs-
EHUU MepBOro roga u3Hu [42]. YcTaHOBNEHO TaKiKe,
4yTO Yy AeTew nocne vHtpaHatanbHon ABT mx matepew 6bino
6onee HU3Koe anbda-pa3Hoobpasve MUKPOOUOTLHI U Bblia
3amMensieHa KonoHmu3auus Bifidobacterium npu NepcucTeH-
umun Escherichia [43]. K Bo3pacTty 12 Hef CHUXKEHUE YPOBHS
Bifidobacterium y peten, 4YbM maTepu nosyvyannm aHTMGUOTHK
B WMHTpaHaTanbHOM Mepuoge, COXPaHanoch, HO NoKasartenu
anbda-pa3zHoobpasuna K aToMy BO3pacTy He OT/InYaiucCb oT
TaKOBbIX y AETEN, MaTEPU KOTOPbIX HE MOyYann aHTUOUOTUK.

Ha MMKpO6UKOTY pebeHKa BUSET He TONIbKO aHTUOUOTHK,
HO 1 Bpems ero akcnosuunu [43]. bonee gnutenbHasa MHTpa-
HaTanbHasa ABT npuBoanMaa K 3aMeTHbIM M3MEHEHUSM Mony-
UMK GUONA0BaKTEPUI U NPOAOSIHKUTENBHOCTU CO3PEBAHNSA
MWKPOOGHOro coobBLLECTBA: KaXAabl Yac BBEAEHUS aHTUOMO-
TUKa accoLMMpOBaH CO CHUXEHWeM KonuyectBa 6uduio-
6aKTeEpPMM B KULIEYHOWM MUKpOOGMOTE 12-HedenbHbiX AeTen
Ha 7% [43]. o ApyruM AaHHbIM, KaXKbli LOMOMHUTENbHbIN
[eHb NnepuHaTanbHOM 3KCMO3WULMKU aHTMOMOTMKOB CBSA3aH
¢ 60/1e€ HU3KUM KOMMYECTBOM B MWUKPOOUOTE OBAUraTHbIX
aHaspo6oB (6nudraobaKTepun, NakTobauunbl, GakTeponabl
W apyrue Buabl, npoayumpyowme 6ytmpar), CoXpaHsaiowmmes
B TeYeHWe Heaenu nocne 3aBeplieHuns Tepanuu [44].

MpoaoMKMTENbHOCTb HEGNaronpuMaTHOro BO3AENCTBUSA
WHTpaHaTanbHon ABT Ha KULWEYHYID MUKPOOBMOTY MnajeHua
C y4eToM cnocoba pogopaspelleHus 6bina nlydeHa B npo-
CMEKTUBHOM KOIFOPTHOM MCCNnefoBaHUK ¢ yyactnem 198 3a0-
POBbIX AOHOLWEHHbIX AeTen. AHaNU3MpPoBaIn COCTaB KMLeY-
HOW MMKpPOGUOTLI B BO3pacTe 3 Mec 1 1 roga. YCTaHOBIEHO,
YTO MHTPaHaTaNbHOE NPUMEHEHUE aHTUBUOTUKOB Y MaTepen
NPUBOAUT K CHUMKEHMIO KONWYecTBa Bacteroidetes B MUKpPO-
61oTe yKe y 3-MecCsA4HbIX geTen. BblparKeHHOe CHWKeHue
Konun4yectBa Bacteroidetes (B cpaBHEHUW C AETbMU, POXKAEH-
HbIMUW BarMHaabHO OT MaTepew, He NoNy4yaBLINX aHTUOUOTUK)
y OETEN, POXKAEHHbIX MYTEM KecapeBa ceyeHus (N1aHOBOro
W OKCTPEHHOro), OTMEeYeHOo y)Ke B 3-MecfA4HOM BoO3pac-
Te, NPUYEM 3TO CHUXKEHWE COMPOBOXAANOCH YBENUYEHUEM
Konun4yectBa 6akTtepun Ttuna Firmicutes (pop Enterococcus
n poga Clostridium) n 60AbWKXHCTBA MUKPOOPraHM3MOB TUNa
Proteobacteria (Kkpome poga Sutterella, KONMYECTBO KOTOPbIX
CHWXXanochb). 3T 0CO6EHHOCTN GOPMUPOBAHNS MUKPOOBMOTHI
y leTEeN, POXKAEHHbIX MYTEM SKCTPEHHOIO KECApEBaA CEYEHMS,
coxpaHanMcb M B Bo3pacTe 1 rofga npu OTCYTCTBMM B WX
pauunoHe rpyaHoro Mosoka [45].

B uccnepoBaHMM MUMKPOOGMOTHLI Bnaranuua martepen
N MEKOHMSI MX OOHOLWEHHbIX M HEAOHOLWEHHbIX AeTen Oblio
0GHaPYKEHO, YTO Y MaTeEPEN, KOTOpbIE NOJTyYann aHTUGUOTHUKK
nepea pogamu, 66111 BbIIBNEHbI AMCOMO3 BNaraiumLiHON MUKPO-
61OTbl M HU3KOE KONMYecTBO Lactobacillus spp., YTO Koppenu-
poBasno ¢ AMCOMO30M KULLIEYHOW MUKPOBKOTLI Y UX aeTew [46].
HeratnBHoe BAusHWE aHTMOUMOTUKOB, MPUMEHEHHbIX 0 POAOB,
Ha MUKPOOBMOTY 6bINI0 6OMbLWKMM, YHEM BAUSIHWE CPOKA POAOPa3-
pelleHuns. B nccnemgoBaHuy 6bliM 3aperncTpupoBaHbl YeTbipe
cnyyas paHHero HeoHaTaNlbHOro cencuca y aeten. Y tpex us
yeTblpex NauMeHToB MaTepu noayyanu aHTMOMOTUK A0 POLOB.
Y atux geten Obiin OTMEYeHbl AMCOUOTUYECKUE W3MEHEHUS
B MEKOHMWU, a Y UX MaTePen — HU3KWUW YPOBEHb NaKTobaL M
B BarnHaibHOM MWKPOGUOTEe. ABTOPbI CBA3ann HeabdeKTUB-
HOCTb @HTMBUOTUKOMPODUNAKTUKM HEOHATaNbHOM WHOEKLUUK
B 3TWX CAy4asix ¢ AMCGMO30M Baranuila MaTepen u HapylleHu-
AMU KULWEYHOM MUKPOBKMOThLI Y UX aeTen [46].

MpumeHeHne aHTUOMOTMKOB B paHHEM HeoHaTallbHOM
nepuoae TaKkxe oKa3dblBaeT HeraTuBHOE BIUsSHMUE Ha GOpMHU-
pOBaHWE KULIEYHOW MUKPOOWMOTbI MaafdeHueB. Tak, y A0HO-
LeHHbIX aeten ABT ¢ mepBbIX YacOB XU3HU accouumpoBana
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CO CHUWXXEHUEM B TeYeHue NepBOV Heaenn XKU3HU MUKPOO-
HOro pa3Hoo6pa3ns KULWEYHOW MUKPOOUOTLI U KONMYecTBa
Bifidobacterium npv OJHOBPEMEHHOM YBEMYEHUU KOMU-
yectBa Enterococcus. B Bo3pacte 1 n 2 Mec B Kulleuy-
HOW MWKPOGBWMOTE 3TUX MALMEHTOB OTMEYEHO YyBefIMYeHue
KonnyectBa Enterobacteriaceae [47]. Y NO3QHUX HEOOHO-
LUEHHbIX HOBOPOXAEHHbIX (CPpeaHUN recTalMOHHbIM BO3-
pacT — 36 Hepa) amnupuyeckas ABT ¢ NnepBbIX YacoOB XKU3HM
accoumMmnpoBana Co CHUXXEHUEM KOMMYecTBa MUKPOOPraHu3-
MOB ceMeMncTB Enterobacteriaceae, Bifidobacterium v yBe-
nmyeHnem Enterococcus B Te4eHUe 2 Hepa nochne npekpatdie-
HUS nedenus [48]. JnutenbHasa (> 5 cyT) NPOTUB KOPOTKOWM
(< 3 cy1) ABT conpoBoXaanacb CHUXEHWEM KONM4yecTBa
Bifidobacterium no 6-1 Hen nocne poaos [48].

BaxHoe 3HayeHne MMeET coHeTaHNe UHTPa- U NOCTHaTalb-
Hov ABT. Tak, B MPOCNEKTUBHOM KOFOPTHOM WCCeAOBaHUK
OblMM U3y4eHbl 4 rpynnbl AOHOLWIEHHbIX AeTeN, POXAEHHbIX
BarnMHanbHoO, 6€3 TAXKeNon nepuHaTanbHON natonoruu: 1) getu,
MaTepu KOTOPbIX HE NoAyYanu aHTUBUOTUKM B MepUHaTaNbHOM
nepuoge (rpynna KOHTpons); 2) AeTn, MaTepu KOTOPbIX Mony-
Yyanu aHTMBUOTUKM MHTPaHaTanbHO; 3) nonyYyaBlUMEe aHTMOKO-
TUKM TONbKO NOCTHaTaNbHO B TevyeHue 24 4; 4) noaBepriimecs
CcoYeTaHHOMY BO3[AENCTBUIO MHTPaHaTajbHOM M MoCTHaTalb-
Hov ABT [49]. B pe3ynbtate 6b110 06Hapy»KeHo, YTo Hanbonee
Bblpa)K€HHOe YyBEeNMYEeHNEe KOonMyYecTBa MWKPOOPraHW3moB
cemencTtBa Firmicutes v cHuxeHne Bacteroidetes B Bo3pac-
Te 12 Mec 6blI0 OTMEYEHO MOC/e COYETAaHHOW IKCMO3WLUK
aHTMOUOTUKOB (MHTPaHaTaNbHO U B MEPBbIE CYTKU XU3HW). [pn
3TOM CBSI3b XapaKTEPUCTUK KULLIEYHON MUKPOGKUOTLI C Nosyye-
HWeM MnepopasibHbIX aHTUBGMOTUKOB TO/IbKO B MOCTHaTaNbHOM
nepuoae He o6HapyxeHa [49].

CnegyeT y4uTbiBaTb, YTO Y HEOOHOWEHHbIX AeTer yalle,
4YeM Yy AOHOLWEHHbIX, 3ddeKT noctHaTansHon ABT Haknagbl-
BaeTca Ha adPeKTbl NpelecTBYOWeN aHTe- U/Unn UHTpa-
HaTallbHOM aHTMOMOTMKONPOPUIAKTUKK. TaK, nccnegoBaHune
KULWEYHOW MUKPOOBUOTLI Y HEJOHOLIEHHbIX AeTen B Bo3pacTe
7 n 14 cyT XM3HKU NOKasaso, YTO NpoBedeHne npe- n nocT-
HatanbHoM ABT 6bIN0 CBA3aHO C yBE/IMYEHUEM KONMMYECTBa
MWKPOOPraHnM3mMoB Tuna Proteobacteria Npu CHWXEHUH
Actinobacteria, a TakXe yBeNMYEHWEM KOIMYECTBA MWUKPO-
opraHu3amoB poga Escherichia-Shigella npu 3amenneHuu
KOonoHu3auuun Bifidobacterium B ABYX BO3pPacTHbIX TOYKax
B CPaBHEHWW C AETbMM, MOMYYaBLUMMMU @HTUOUOTUK TOSIbKO
nocTHaTanbHO (rpynnbl 66X cpaBHMMbI MO cnocoby pojo-
pa3pelleHns, recTaliMoHHOMY BO3pacTy 1 BUay BCKapM/MBa-
HKs). B rpynne anvtenbHoro obuiero nepuHaTansbHoOro npume-
HEeHWs1 aHTUOMOTUKOB (> 7 CYT B CPaBHEHMU C < 7 CyT) K 14 cyT
¥U3HKU Npeobnagann MUKpoopraHnambl Tuna Proteobacteria
n poaa Klebsiella, n"3AMeHeHUe KonnyecTBa MMKPOOPraHm3-
moB Shigella n Streptococcus onucbiBanocb TeHAEHLMEN
K CHUXEHMIO, B TO BPeEMS KaK KonuyecTtBo Bifidobacterium
6bIN10 CHUXKeHOo [50]. ABTOpbI UccnefoBaHWUa NPEANONOXKUIN,
4YTO OMUCaHHblE W3MEHEHUS KWLIEYHON MWUKPOBWMOTLI MpU
LUTENBHOM MNepuHaTaibHOM MPUMEHEHUU AHTUGUOTUKOB
MOFIM GbITb aCCOLMUPOBAHbLI C BbICOKMM PUCKOM Pa3BUTUSA
MHPEKLMOHHON NaTONOrMK, B TOM YUCIE HEKPOTUIMPYIOLLETO
3HTepoKonuta [50]. Kaxabli AONOSHUTENbHbLIN AEHb AMMUPU-
yeckon ABT y aeTewn, poaMBLLIMXCS NpexaeBpeMeHHo, B nep-
Bble 7—14 CYyT }M3HM acCOLIMMPOBaH C YBENMYEHWEM pUCKa
pPa3BUTUS HEKPOTU3UPYIOLLEro aHTEpoKoNuTa Ha 7—-20% [51].
OTa cBf3b NOATBEPXKAEHA ANF reHTaMULUMHa U MeponeHema,
HO He Apyrux aHTMOMoTMKOB [52]. HanpoTtus, amnupuye-
ckasa ABT < 3 cyT accolumpoBaHa ¢ 60/ee HU3KUM PUCKOM
pPa3BUTUS HEKPOTU3UPYIOLLErO0 SHTEPOKONUTA, YTO CBSA3AHO
C 3a4epXKKOW KONIOHM3aUMKU KULLIEYHWKA YC/TIOBHO-MATOreH-

HbiMK GaKkTepusamMu. MNocneaHee aaet 60Mblie BPEMEHU AN
pa3BUTUS 3aLUMTHbBIX PYHKLMN KULLIEYHWKA, U B YaCTHOCTH
N5 HaKonneHus HeobxoaMMoro Konuyectea Bifidobacterium
B Te4YeHUWe NepBbiX 6 Hef Xn3Hu [48].

MN3MeHeHWa KMWeYHON MUKPOBUOTLI NOA BAUSHUEM MNepU-
HaTa/lbHOW (aHTe-, UHTPa- U paHHen NnocTHaTanbHon) ABT MoryT
Cnoco6CTBOBATb Pa3BUTUIO MOBTOPHbLIX MHPEKLUMI, annepru-
YECKUX U IHOOKPUHHbIX 3a00/1eBaHWI, a TaKKe BocnanuTeb-
HblX 3a60/1eBaHUN KULWIEYHUKA U KOTHUTUBHbLIX HapyLIEHWN.
B nccnegoBaHusx nocnegHux NeT yCTaHOBMIEHA CBA3b MEXAY
nepvHaTanbHbiM NPUMEHEHWEM aHTMOUOTMKOB M BbICOKUM
PUCKOM Pa3BUTUS UHDEKLIUIA, B TOM YMC/e TPEBYIOLWMX rocnu-
Tanusauuu [53, 54], 6poHxManbHoOM acTmbl [55, 56], aK3eMbl
[56, 57], BocnanutenbHbiX 3aboneBaHwWi Kulie4yHUKa [58]
M PacCTPONCTB ayTUCTMYecKoro crnektpa [59]. B oTHOLWEHUH
pPUCKa M36bITOYHOM MAcChl TeNa U OXXMPEHWS JaHHbIE O CBS3M
¢ nepuHatanbHon ABT npotuBopeynBsbl [56, 60].

PE3UCTOM NATO- U CHMEMOHTOB KULUEYHOM

MUKPOBUOTLI B AUAAE <MATb - AUTHA».

AWHAMMKA CTAHOBJ/IEHUA PESUCTOMA

Y MJIAAEHLIEB

Ewe ogHa npob6nema, cBA3aHHas C MepuHaTaJbHOM
ABT, — 3T0 POopMUpPOBaHME PEBUCTEHTHOCTU MUKPOOP-
raHM3MOB KULIEYHOM MWUKPOOGWOTbI, KOTOpas CTaHOBWTCH
«pesepByapomM» MUKPOOGHbLIX LWTAMMOB C MHOXECTBEHHOM
NleKapCTBEHHOM YCTONYMBOCTbLIO [61]. PaHHAS KONOHU3aLmMA
KUWEYHNKa aHTMOUOTUKOPESUCTEHTHLIMU MWKPOOPraHm3-
MaMM M HaKOMNeHWe TreHOB aHTUMOMOTMKOPE3UCTEHTHOCTH
(bopmupoBaHMe pe3ncTtomMa) UMeEKT HeraTuBHble nocnej-
CTBMSA HEe TOJIbKO [N KOHKPETHOro nauueHTa, HO U And
nonynauuu B uenom. bonblwoe BHMMaHWe K npobneme dop-
MUPOBaHWA pe3ncToma 06YCNOBAEHO MOCNEACTBUAMM pac-
NPOCTPaHEHNS PE3UCTEHTHbIX LITAMMOB MUKPOOPraHn3MoB.
TaK, exerogHo AEeCHATKM TbiCAY MaLMEeHTOB MO BCEMY MWUPY
yMUPaIOT OT MHDEKUMN, B TOM 4YUCe BHYTPUOONbHUYHDIX,
BbI3BaHHbIX MUKPOOPraHM3mMaMn C MHOXECTBEHHOW NleKap-
CTBEHHOM ycToM4YnBOCTbIO [62, 63]. Ha doHe 6eCKOHTPONb-
HOr0 NPUMEHEHUS aHTUOUOTUKOB CeNeKUMA PE3UCTEHTHbIX
LWITaMMOB npuobpena yrpoxalowmi xapaktep, 4To Tpebyet
N3y4eHUss MexaHn3MoB GOPMMUPOBaHMUS aHTMOUOTUKOPE3UC-
TEHTHOCTU, U B YaCTHOCTU CTaHOBNeHUs pe3uctoma. Cenyac
Y€ U3BECTHO, 4YTO «0b6oraleHu1o» pe3ncToma crnocobeTByeT
nepuHatanbHoOe NpUMeHEHNE aHTUOUOTUKOB [17].

McToYHMKaMn MWKPOOPraHM3MoB — HOCUTENEW reHoB
aHTMOMOTUKOPE3UCTEHTHOCTU SBASIOTCA OKpyatowasa cpe-
[a W KuleyHass MUKpPoOKUoTa B3POCAbIX, Y HOBOPOXKAEHHOIO
pebeHKa — NPenMMyLLECTBEHHO K1LLEeYHas MUKPOGKUoTa MaTe-
pu. OCHOBHble NMEPEHOCYUKN ITUX FEHOB — ramma-npoTeo-
6aKTepuu TMNa Pseudomonadota, a NnepeHoC reHoB MeXay
MWKPOOPraHn3MamMm OCyLLEeCTBAAETCS MOOUIbHBLIMK 3ne-
MeHTamu reHoma (Mobunom) [64, 65].

B anage «matb — OuTS» OCYLLECTBASETCS PasvyHblA MO
MHTEHCUBHOCTU MEPEHOC reHOB YCTOMYMBOCTU K aHTUOUOTH-
KaM OT MUKPOOPraHM3MOB MaTepu K MaafeHLy, 3aBUCALLUIA
OT cnocoba poAopaspeLleHnst, NpoBeaeHUs NnepuHaTaibHON
ABT, rectaunoHHOro Bo3spacta pebeHka [19]. MNpeacTtaBnstoT
WUHTEPEC OAHOBPEMEHHOE WCCnefoBaHMe 6GaKTepuanbHOM
KOMIOHW3auMKn HOBOPOXKAEHHbIX U CKPUHWUHT TEHOB @aHTUOUOTH-
KOPE3UCTEHTHOCTU B MUKPOOBUOTE KULLIEYHUKA, KOXKKM 1 NOJIOC-
TH pTa (B TOM 4ucne u y matepu) [66]. O6cnegosaHo 12 nap
MaTb — AuTA. Ma3Kku u3 Bnaranumiua, rMmoTKU U NPSMON KULLKK
y MaTepen 6blv B3aTbl 40 POAOB. MccnenoBaHUs KUWeYHoM
MUKPOOMOTbI U TEHOB aHTMOUOTUKOPE3UCTEHTHOCTM Y AeTewn
NPOBOAUINCH B NepPBble 24 4 }KMU3HU M MOBTOPHO 4yepe3 48 u.



CKpUHUHT BKtoYan 20 Hanbonee 3Ha4YMMbIX B HEOHATONOM MK
reHOB pPe3nCTeHTHOCTU. Kpome Toro, onpefensinn aKkcnpec-
CUI0 TEHOB YCTOMYMBOCTU K METULMANUHY U TETPaALMKIIMHY.
B nepBble 72 4 XWU3HW ONpPeAeneHo CHUXeHWe anbda-pas-
HOO6Pa3nst MMKPOOUOTLI MAadeHUa. B 310 e Bpems BbisiB-
NIeHO 8 reHoB aHTUOMOTUKOPE3UCTEHTHOCTH, 6 M3 KOTOPbIX
coBnaganu y AeTen n Matepewn, YTo CBUAETENbCTBYET O BeEp-
TUKaNbHOM MEePeHOoCce 3TUX FeHOB (0T MaTepU K MiagdeHLy).
[MpU3HaKKM yCTOMYMBOCTM K Makposamaam Obliv OOHapyKeHbI
BO Bcex 12 napax. ABTOpbl MCCNeaoBaHUs MPEAnoIOXUIIN,
YTO MOSIBNIEHME MEHOB YCTOMYMBOCTM K MaKponngam y HOBO-
POXXAEHHOro K BO3pacTy 72 4, NpUYemM He TONbKO B KULLey-
HOM MWKpPOOGHUOTE, MOXKET OblTb CBA3aHO C 06CEeMEHEHUEM
pebeHKa yCTOMYUBbIMU MUKPOOPraHM3Mamu U3 OKpyKatoLLen
cpeasbl, T.e. rocnuTanbHbIMKU WTaMmMaMu [66].

Hanb6onee pacnpocTpaHeHHble TeHbl aHTUOUOTUKO-
PE3UCTEHTHOCTM B MUKPOOMOTE MajeHua OOGHapyXKeHbl
y MWKpoopraHuamoB Escherichia, Klebsiella, Citrobacter
n Enterobacter [67]. BmecTe ¢ Tewm, Bifidobacterium kuwed-
HOM MWUKPOOGMOTbI HOBOPOXAEHHOrO 3HAYUTENIbHO pexe
UMEIT reHbl aHTUOMOTUKOPE3UCTEHTHOCTU, YEM Yy [eTen
B BO3pacTe HeCKOSibKux Mecsues [68]. Mpu atoMm 6udu-
fobGaKTepun obnagaloT reHOM YCTOMYMBOCTM K TeTpauu-
KnnHy [69]. Bonee TOoro, 6udunaobaxkTepmum NPensaTCTBYIOT
nepefgaye reHoB YCTOMYMBOCTM K BeTa-NakTamasdam Mexay
pas3nnyHbIMK Buaamun Enterobacteriaceae [70]. B KoropTHom
uccnefoBaHMM M3ydvanocb MpUoGpeTeHUe reHOB aHTMOMO-
TUKOPE3UCTEHTHOCTU B [BYX HE3aBUCHMMbIX KOroptax Mna-
aeHues (baHrnagew v LBeuus). YCTaHOBEHO, YTO BbICOKUM
ypoBeHb Bifidobacterium B cocTaBe KMWEYHON MUKPOOUOTHI
[eTen NepBOro Mecsla XM3HU B 06enx KoropTtax cBs3aH
CO CHUXEHWEM YCTOMYMBOCTU K GeTa-NaKTaMHbIM aHTUOKO-
TUKaM Yy NaTo6MOHTOB. TaKMM 06pa3oM, UHAUTEHHbIE MUKPO-
OpraHn3Mbl CNOCOGCTBYIOT 3aliuTe MAajeHua oT MHDEKUUN,
BbI3BaHHbIX YCTOMYMBbLIMU K @aHTUOMOTUKaAM BO3GYAUTENAMMU.
OaHaKo B KoropTe aeten n3 baHrnagell, B OTiM4ME OT KOrop-
Tbl geten n3 LWBeunn, s3awmtHbin addeKT Bifidobacterium
Ha BTOPOM Oy WU3HW HUBENMPOBaNCcs (KOJMYECTBO reHOB
aHTUOMOTUKOPE3UCTEHTHOCTU BO3pacTano). ITo pasnuyue,
N0 MHEHWIO @aBTOPOB UCCNeLOBaHUS, YKa3blBaeT Ha HEOOXO-
OUMOCTb AanbHENLINX UCCNeAoBaHUM GuoreorpadmUyecKmnx
0COBEHHOCTEN KOMOHM3AaL MK KMLIEYHMKa MnageHues [71].

[eHbl aHTMOUMOTUKOPE3UCTEHTHOCTU OO6HapyXKMBaloTCH
M B KUWEYHUKE 340POBbIX HOBOPOXAEHHbIX B BO3pacTe
1 Hep [72]. Tak, MeTareHOMHbIM aHanu3 pe3ncToma KuLeyHon
MUKpPOO6MOTLl 390 340pOBbLIX [LOHOLWEHHbIX AeTew (Bo3pacT
1 Hepn), HE Mony4yaBLUMX AHTMOMOTWMKM, MOKa3asa, 4To cpeau
MAEHTUPULMPOBAHHBIX FEHOB aHTUOUOTUKOPE3UCTEHTHOCTH
Hanbonee pacnpocTpaHeHHbIMU OblIM TEHbl YCTOMYMBOCTH
K TeTpaLMKIMHaM, Makponugam M NuHKo3amugam. Bmecte
C 9TUM YCTAHOBJIEHO, YTO C KOJMYECTBOM F€HOB aHTUOUOTK-
KOPE3UCTEHTHOCTU KOpPPENUpoBann rectalMoHHbIM BO3pacT,
Macca Tena npu poxaeHuu, cnocod pogopaspeLlleHns 1 xapakx-
Tep BCKapMauBaHus [72]. NpUYMHHO-CNEACTBEHHbIN XapaKTep
3TUX KOppensaunm HyxaaeTcs B AajlbHENLWEM U3YYEHUMN.

KonnyectBo reHoB aHTMOUOTMKOPE3WUCTEHTHOCTU YyBe-
nuynBaeTcs Uy aeten B pesynsrate ABT. Tak, npu oueHKe
CBfI3M KOHKPETHbIX @aHTMOWMOTMKOB, MPUMEHSEMbIX Y HOBO-
POXAEHHbIX, C OCOOGEHHOCTSIMW CMEKTpa FeHOB aHTUOMO-
TUKOPE3UCTEHTHOCTU KMLIEYHOM MUKPOOUOTBI 6bIIO yCTa-
HOBJIEHO, 4YTO HauboNbluee BAUSHUE Ha NPOPUIb FEeHOB
YCTOMYMBOCTM OKa3blBaeT COYeTaHWe B CTapTOBOM Tepanuu
HOBOPOXAEHHbIX aMOKCULMANMHA ¢ uedoTakcumom [73].
[MpuMeHeHne GEH3UNNEHULMININHA C FTeHTaMULMHOM, OCO-
6EHHO Yy HOBOPOXAEHHbIX, POXAEHHbIX MyTeM KecapeBa

CeYeHUs, TaKXKe Crnocob6CTBYET MOBLILWEHUIO YPOBHSA FeHOB
aHTMONOTUKOPESNUCTEHTHOCTH, MPEUMYLLECTBEHHO Y MUKPO-
opraHmamoB Proteobacteria n Firmicutes [74].

B nocnegHune rogbl akTMBHO M3y4yaeTcs poib GaKkTepuin
rPyaHOro MOJIOK@ B BEPTMKa/lbHOW nepefavye reHoB aHTu-
OUOTUKOPE3UCTEHTHOCTU. B 4acTHOCTH, B rpyaHOM MOJIOKe
O6GHapyXeHbl 6aKTepUn, YCTOMUYUBLIE K aHTMOMOTUKAM, B TOM
yucne ctaduIOKOKKU U CTPENTOKOKKM C MHOXECTBEHHOM
NIeKapCTBEHHOW YyCTOMYMBOCTbIO [75-77]. Kak cneactsue,
pe3ncToM deKanbHOM MWKPOOMOTbI MAajeHua, Haxoasuie-
rocsi Ha rpygHOM BCKapM/MBaHuu, Ha 70% COCTOUT U3 FreHOB
PEe3NCTEHTHOCTM GaKTePUM rpyaHOro Mosioka [78].

B cOBOKYNHOCTU NpuBeAeHHble AaHHble CBUAETENbCTBY-
0T, C OQHOM CTOPOHbI, O MHOroo6pasuu GaKkTopos, ornpe-
Aensowmx COOTHOLEHMS Pe3UCTOMOB naTto- U CUMOWMOH-
TOB B COCTaBE KMLWEYHON MWKPOOWOTblI HOBOPOMAEHHOrO.
C [Opyrovt CTOPOHbI, 3TW [AaHHble AEMOHCTPUPYIOT OCOBEH-
HOCTU GOPMUPOBAHUS PE3UCTOMA KULIEYHON MUKPOOMOTHI
B paHHeM BO3pacTe M BIUSIHUE Ha 3TOT NPOLLECC HEe TOJIbKO
MaTepPUHCKOro aHamHe3a W npuema aHTUOMOTUKOB HOBO-
POXAEHHbIM, HO W XapaKTepa BCKapM/IMBaHWS, a TaKxe
YCNOBUI OKPYKaloLWen cpesbl.

CTPATEFrMX MUHUMU3ALIUH

NMOBOYHbLIX 3®DEKTOB

NEPUHATAJIbHOW AHTUBMOTUKOTEPATUM:

NMPO®UJIAKTUKA NOBPEXAEHUA

KHULLEYHOA MUKPOBUOTbI U CENIEKLIUM

AHTUBMOTUKOPE3UCTEHTHbIX LULTAMMOB

OOHMM M3 OCHOBHbIX HanpaBfieHuh 60pbbbl C HeraTus-
HbiM BAnsHMeM ABT B mepuHaTanbHOM MepUofe Ha Kulley-
HYIO MWKPOGUOTY U dOopMUpPOBAHWEM pe3ncToma SB/seTcs
MoanMduKauma (orpaHUYeHre) u UMHAMBUAYANU3aLns CXeM
N PEXMMOB 3TOM Tepanuu (B HacTosleM 063ope 3Ta obwmp-
Hasi obnacTb MCCNefoBaHWM He OCBELLAeTCs, TaK Xe KaK
W BOMPOCbl BaKUMHaUMK GepeMeHHbIX OT GaKTepuanbHbIX
nHdekunn) [37]. Hanbonee BarkHas B NocTHaTalbHOM MNepPUOo-
[e cTpaTerna MMHUMMU3aunmn HeraTuBHbIX NOCNEACTBUI Mepu-
HaTasbHOM aHTMOMOTUKOTEPANUN — 3TO FPYAHOE BCKapMU-
BaHWe pebeHKa C NepPBbIX MWUHYT XW3HWU. YCTAHOBNEHO, YTO
rpyaHoe MOMIOKO o6ecneynBaeT pocT CMMOMOHTOB [79], x0T,
KaK YKas3aHo Bbllle, Yepe3 MOJIOKO BO3MOXHa nepedava
N aHTUOUOTUKOPESUCTEHTHBIX 6aKTepPUN. 3aWwnTHaa GyHKUMS
rPYAHOr0 MOJIOKa 06ecrnevymBaeTCs onurocaxapuaamu rpyaHo-
ro MOJIOKa (MpenmyLLecTBEHHO 2'-byKO3WINAKTO30M U NaKTo-
N-HeoTeTpao30M), WMHrMOUPYIOLWMMKU CBA3bIBaHWEe OaKkTe-
puanbHbIX ¥ BUPYCHbIX NATOreHOB C peLenTopamMu KIeToK
KUWEeYHMKa MaKpoopraHnama W Cnoco6CTBYIOLWMMU YBESU-
YeHuto Konudectsa Bifidobacterium (B Tom uucne B. bifidum,
B. longum) n Bacteroides B cocTtaBe KWLIEYHON MUKPOOUO-
Tbl [79], ANA KOTOPbIX OHWU SBASIOTCS NPEANOYTUTENbHBIM CYy6-
cTpatom nutaHus [80]. Kak cneacteve, NpUMEHEHE CMeCeN,
060raluleHHbIX YKasaHHbIMW OfiMrocaxapuaamu, Mno3BosseT
LOBUTLCSH CHUMEHUA PUCKa OCTPbIX PECNUPaToOpHbIX MHOEK-
LMW U 4acTOTbl UCMOJSIb30BAHUSI aHTUOUOTUKOB B CPaBHEHUU
C BCKapm/nBaHWeM cTaHAapTHOM cMmecbto [81].

Eule oaMH BO3MOXHbIM MNPEBEHTUBHbLIM NoAaxon And
GOopMHUPOBaHUSA 300POBOMN KULLIEYHOM MUKPOOUOTbI — 3TO
MCNosb30BaHMe NPOOGMOTUKOB (KaK NpenapaTtos, TaK U LITam-
MOB MPOBMOTMYECKUX BaKTEPUI B COCTaBE MOJIOYHOW Cme-
CU MPU BbIHYXAEHHOM WCKYCCTBEHHOM BCKapMJ/MBaHWN)
[82-84]. MNMoka3aHo, 4TO NpoduNakTU4ecknin apdeKT npo-
OMOTUKOB (yBENMYEHME KonuyecTBa OuduaobakTepun
B MMKPOOMOTE), NPUMEHSEMbIX Y HOBOPOX/AEHHbIX C HEOHA-
TanbHbIMW MHPEKLMSAMM OAHOBPEMEHHO C AHTUOUOTUKOM,

©
ol

=z
~
m
N
=
~
<
AN
o
[Q\]
~
0
o
=
<
[=]
L
o
-
4
w
o
4
=
o

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2024 / TOM 23 / N2 6



Review

0630p NuTepaTypsbl

Bbllle, YeM Npu KX npumeHeHun nocne ABT [85]. Kpome
TOoro, npu cobnojeHnn Bcex TpeboBaHWM 6e30MacHOCTH,
B TOM YMCNe HEBO3MOXHOCTU nepeaayu ¢ NpobuoTUHECKUMHM
WTaMmMamMyM reHOB aHTMOMOTMKOPE3UCTEHTHOCTU, MPOBMO-
TMKK Lactobacillus rhamnosus GG ATCC53103 nnub60 Kom-
6uHaumto Bifidobacterium infantis Bb-02, Bifidobacterium
lactis Bb-12 un Streptococcus thermophiles TH-4 peKomeH-
LyeTcs NPUMEHATb AN CHUXKEHWUS PUCKA pPasBUTUS HEKPO-
TUYECKOr0 3HTEPOKONUTA (HM3Kas CTeneHb JOCTOBEPHOCTU
[loKazaTenbcTB) [86]. OgHaKO AWCKYCCMOHHbLIM OCTaeTcs
BOMPOC BbIGOpa MNOAXOAALMX WTAaMMOB NPOGUOTUKOB, OCO-
6EHHO AN HEOOHOLLEHHbIX HOBOPOXAEHHbLIX [86]. Tem He
MeHee, MoKas3aHo, YTo NPo6MoTUYECKME J0BaBKM, CoaepKa-
wme L. acidophilus n B. bifidum, noctaTo4HO 3bPEKTUBHbI
Yy HeloHOLWEHHbIX Npu ABT B paHHEM HeoHaTaNbHOM Mepu-
oae. Ix npuMeHeHWe NpUMBOAMIO K GONbLIEMY YBENUYEHMIO
B COCTaBe MMKPOOMOTbI KMIIEYHUKa aonu Bifidobacterium
n Lactobacillus B cpaBHEHUW C KOHTPOJIbHOW TPynnon (4etm
TOro e recTtauMoHHOro BO3pacTa, He nofyyaBluMe npo-
61OTHK) Ha 14, 30 1 60-e cyT *KM3HU. Kpome TOro, y Heao-
HOLLIEHHbIX, NOSTy4aBLUMX MPOBGUOTHK, OTMEYEHO 3HAYUTENbHO
MeHbllee KOM4eCTBO MUKPOOpPraHM3MoB poja Escherichia-
Shigella Ha 60-e cyT, 4eM B KOHTPOJIbHOM rpynne [87].

[MpuMeHeHNe NPOOMOTUKOB, coaepKalumx 6udunaobaxTe-
PWK, Y HEAOHOLWEHHbIX AeTel B HeOHaTasbHOM CTalMoHape
MOXET NpPeaoTBpaTUTb MEPCUCTEHLIUIO FEHOB YCTOMYMBOCTU
K aHTMOMOTMKaAM B MUKPOOMOME KWLIEYHWKA, B TOM 4ucne
reHOB YCTOMYMBOCTU K aMMHOMMKO3nAaM 1 6eTa-naktamam.
TaK, y HE[JOHOLLEHHbIX C reCTaLMOHHbIM BO3pacToM < 32 Hefq,
He nonyYyaBLWWX NPOBGUOTUKM B YCIIOBUSX OTAENEHUS peaHnMa-
LMK, B NOCTMEHCTpyanbHOM Bo3pacTte 40 Hefn (CymMma recrta-
LMOHHOIO 1 NMOCTHaTaNbHOrO BO3PacToB) OGHapymnu 6onee
80 reHoB aHTMOGWOTUKOPE3UCTEHTHOCTU, KOTOPble He 6blnu
MAEHTUOULIMPOBAHbLI HU Y AOHOLWEHHBIX, HU Y HE[JOHOLLEHHbIX,
nosny4yaBLUNX MPOBMOTUYECKYIO 0GABKY, COAEPKALLYIO YEeTbIpe
Buaa Bifidobacterium v oanH Bua Lactobacillus. Mpu atom
reHbl, CBA3aHHbIE C YCTOMYMBOCTbIO K aMWHOIMIMKO3MAAM
n 6eTa-naktamam, CoXpaHsnncb A0 5 MeC KU3HU Yy HedOHO-
LUEHHbIX AETEW, KOTOPbIE HE NoayYanu NpobuoTuK [88].

M3yyatoTca nepcnekTmBbl KIMHUYECKOro UCMOb30BaHNUs
TpaHcnnaHTaunn 340p0BOM GeKaNbHON MUKPOOBUOTbI AETAM
npu maccuHon ABT [89]. Kpome Toro, pa3dpabaTtbiBatoTcs
MeTOoAbl PeAaKTMPOBaHWMA FeHoOMa MWUKPOOPraHnM3MOoOB Ha
ocHoBe TexHosiornm CRISPR-Cas9 anst ucToweHns aHTMomo-
TUKOPE3UCTEHTHbIX NAaTOOMOHTOB B KULIEYHOW MWKpPOOMOTE
mnageHua [90].

3AK/TIIOYEHUE

ABT B nepuHaTtasbHOM Nepuoae ConpsixeHa ¢ Hem3o6ex-
HbIM HeraTMBHbIM B/IMSHWEM Ha GOPMMUPYIOLLYIOCS KULLEY-
HYI0 MUKPOOUOTY HOBOPOXKAEHHOrO, 4YTO Hepa3pblBHO CBS-
3aHO C OTCPOYEHHBbIMU HapyLIEeHUsIMWU 340pOBbS pebeHKa,
PUCKOM HaKOMJEHUS TEHOB aHTMGUOTUKOPE3UCTEHTHOCTH
YCNOBHO-NATOreHHbIX MMKPOGOB M, KaK CeAcTBME, C yrpo30#
CHUXKEHNSA 3PDEKTUBHOCTU MPOTMBOMUKPOOHOM Tepanun Ha
ypoBHe nonynsuuun. NMoMnUMo MHAMBUAYANU3aALUU PEXMMOB
NPUMEHEHUSA aHTUOUOTUKOB, B NPODUNAKTUKE HeraTUBHbIX
nocneacteuin ABT Ba)KHOe MeCTO NPUHaALNEXUT HYTPUTUB-
HbIM CTpaTErnsamM 1 UCNob30BaHMIO NMPOGUOTUKOB.
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O6ocHOBaHHe. VIMeloTCs OrpaHMYeHHble POCCUICKME [laHHbIE O MPaKTUKax opraHn3alun npocTpaHcTBa cHa MJialeHLeB.
AKTyanusauus 3Ton MHGopMaLmnm B MaclUTabHbIX MCCAENOBaHUAX, @ TaKKe onpeseseHne GakTopoB pUcka Hebe3ornacHom
opraHu3aumu NpocTpaHCTBa CHa MafeHLeB HEOOX0AMMbI ANS LeneHarnpaBieHHON NpopuiaKTMiecKon paboTkl 1 Cco34aHus
appeKTUBHOM 06pa3oBaTesibHOM nporpammsl. Llenb uccnegoBaHmst — U3y4nTb OpraHU3aLMio MPOCTPaHCTBa CHa M/1ajeH-
LieB U XapaKTEPUCTUKM poaUTesIen, acCoymMmMpoBaHHbIe C COBMECTHLIM CHOM ¢ MaadeHueM. MeTtoabl. B ucciefoBaHue BKIO-
yann matepen JeTei NepBoro roda Xu3Hu, 06paTUBLUUXCA Ha MpUeM K Bpady B 8 AETCKUX MOJNKIMHUKaX (IT. CbiKTbIBKap,
AKyTeK, lNeTpo3aBoAcK, ApxaHresbck U CeBepoaBMHCK). PeructpupoBaiun coumnaabHo-aemMorpapuyeckme 1 noBejeH4yecKkme
XapaKTepucTuKu poautenei. OpraHu3saymio cHa MaajeHLUeB OLEeHUBaN Mo Haln4ynIo OTAE/IbHOM JETCKON KpoBaTH, ee BUAY,
MECTY pacriosioXeHUs, UCMOIb30BaHNUIO MOAYLIKM, OAesizia, Haln4uio ApYrux npeamMeToB B KpoBaTh pebeHKa, MpaKkThke
COBMECTHOIO CHa B O4HOM KpOBaTu C POAUTENSIMU, No3e pebeHKa B epuos CHa, MCrob30BaHUIO crieyumasibHbIX Mpucro-
cob/IeHMI AN1d CHa u MycThlIlWKU. Pe3yabTatbl. B onpoce npuHsnm ydactme 2990 mateper. COBMECTHbIN COH poanTesnei
¢ pebeHKoM npaKTukoBanau B 1849 (61,8%) cembsix, AonycKaan COH MaafeHua Ha 60Ky u xuBote B 1133 (37,9%), noa-
TBEPAUSIM UCMoIb30BaHue nogylek — B 720 (24,1%). B kpoaTke 1179 (39,9%) mnafeHLeB BO BpeMs CHa HaxoAsTcs
UrPYLIKK 1 npeamMeTsl yxoa. 1o JaHHbIM MHOro@aKTOpHOro aHa/in3a, COBMECTHbIN COH poauTesiel ¢ pebeHKOM accoLmn-
poBaH ¢ HU3KNM (< 50 Tbic. py6./mMec) A0X040M ceMbu — OTHoleHne waHcoB (OLL) 1,55 (95% noBeputesbHbIN MHTEPBA
(AN) 1,30-1,86), MCKycCTBEHHbLIM MM CMeLIaHHbIM BCKapManBaHnem maageHua — OLL 0,55 (95% AN 0,47-0,64) v yro-
TpebaeHnem anKoross B cembe — OLL 0,65 (95% [N 0,42-0,99). 3akntoyeHme. BoisiB/ieHa BbICOKas pacrpocTpaHeHHOCTb
Hebe3onacHoM opraHuMsaummn nPocTpaHcTBa cHa MaageHueB. Moamuouumpyembimm daKTopamm pucKa rnpu 3ToM SBASIOTCS
rosa pebeHKa B repuos cHa, UCroib30BaHNe MSArKMX MOCTe/bHbIX MPUHAATEXHOCTEN, COBMECTHbIN COH C PEGEHKOM.
Knro4deBble cnoBa: onpoc, 6e30nacHbiil COH, M1a[eHYecKass CMePTHOCTb, MHOIOLIEHTPOBOE MCcef0BaHne, opraHmM3aums
MpPOCTPaHCTBa CHa, CUHAPOM BHE3arHou CMePTU M1aAeHLEB, COBMECTHbIN COH, paKTopbl pUCKa

Ana yntnpoBanuns: Kopabnesa H.H., Jle6eges B.C., MyHxanoBa 7.A., EropoBa B.b., 3apunosa l0.P, Bapnamosa A.4.,
YcebiHuHa A.A., MNMactéunHa U.M., EdumoBa H.B. OpraHusaums npocTpaHCTBa CHa MAaAeHLEB M XapaKTEPUCTUKK poanuTenen,
acCoLMMpPOBaHHbIE C COBMECTHbIM CHOM C pe6eHKOM: OAHOMOMEHTHOE ONPOCHOE MccneaoBaHue. Bornpockl coBpeMeHHOM
negmnatpmmn. 2024;23(6):456-465. doi: https://doi.org/10.15690/vsp.v23i6.2837

OBOCHOBAHME

OpraHu3auna 6e30nacHoOro NPOCTpaHCTBa CHa MAaAeH-
LUa HaueneHa Ha Bbl6Op MpPaBW/IbHOMO MecTa A/l ero CHa,
MOMIOEHWS! BO CHE, MOCTENbHbIX MPUHALIEKHOCTEN, HAKIIO-
Ha maTtpaca WIM WHOW TOPU30HTa/lbHOM MOBEPXHOCTW, Ha
KOTOPOWM CNWUT MnafeHeL, cobntogeHre npaBnn COBMECTHOIO
CHa maTtepu C MIajeHLeM, OTKa3 OT MCMOMb30BaHUs cre-
UManbHbIX NPUCIOCOBAEHUA AN cHa (MO3WLMOHEPOB Ans
CHa — KOKOHOB, BaJIMKOB W ApPYrux, GUKCUpPYOLWMX pebeH-

Ka B OMpeaesieHHOM Mo3e), a TaKXe co3daHuWe Temnepa-
TypHOro Komdopta [1]. K He6Ge3onacHbIM YCNOBUSIM OTHO-
CAT COH Ha XWBOTE M Ha GOKY, UCMONb30BaHWE MSATKOro
maTtpaca, NofywKn, 06bEMHOro MArKoro ogesna (ycnosws,
Korga HepWKCUMPOBAHHOE OJEeANI0 MOXET HaKpbiTb AMULO
pebeHKa), COBMECTHbIM COH B OAHOW KpPOBaTW WM Ha OJHOM
NMOBEPXHOCTU C MaAEeHLEM, UCMONb30BaHME MO3WLIMOHE-
pOB ANIf CHa, neperpes MnageHua [1]. Bce atn dakropel, no
OTAENBbHOCTU WK B COYETAHUM, acCOLMMPOBaHbl C BbICOKUM



PUCKOM BO3HWKHOBEHWSA CMHAPOMa BHE3arnHoW CcMepT mna-
neHues (CBCM, wudp no MexayHapoaHon KnaccuduKaumm
6onesHen 10-ro nepecmotpa (MKB-10) — R95), Heonpenenex-
HbIX CflydaeB BHe3anHown cmepTu (R99), cnyvanHon acdhuKcmm
n yoyweHus B Kposatn (W75) [1]. PacnpocTpaHeHne 3HaHun
0 6e30MacHOM NPOCTPaHCTBE CHa MajeHLua, Hanpumep, B xoae
KamnaHun «Cnu Ha cnuHe» (Back to Sleep), nogaeprkaHHoOM
MHOTMMMW CTPaHaMK, MPUBENO K CHUXKEHWUIO KONIMYeCcTBa ciyya-
eB CBCM B nocnegHee gecatunetve XX B. CO cTabunmuaaumen
rnoKasatens B nepBom gecatunetnm XXI B. [2]. BmecTe ¢ atum
B psfje CTpaH pacnpoCcTpaHeHHOCTb He6Ge30MacHbIX MPaKTUK
opraHv3auuu cHa MfafeHueB crafa MpUYMHOM YBeMYeHus
KOnM4yecTBa C/ydyaeB BHE3arnHOM HEOXWOaHHOW CMepTU mna-
[leHueB oT apyrux npuyunH. Tak, B CLUA B neprog ¢ 1999 no
2015 r. B 1,27 pa3a Bblpoc/ia MiageH4YecKas CMEpPTHOCTb OT
CydanHoro yayuweHus B Kpoatu [3]. Tem He MeHee, He Bbi3bl-
BaeT COMHEHWM, 4To HeGe3onacHbl COH — MOAUPULMPYEMBIN
daKTop pUCKa, a opraHM3auus 6e30MnacHoOro cHa — WHCTPY-
MEHT, C MOMOLLbIO KOTOPOIr0 MOXET ObITb JOCTUIHYTO 3HA4YMMOE
CHUXEHWE PUCKA HUSHEYrpOXatoLMX COCTOAHUN.

CuTyaums Cc opraHu3aumen cHa MaafdeHueB Xopo-
WO M3y4yeHa BO MHOMMX cTpaHax. Tak, B aBCTpaJIMCKOM
ucecnepoBaHum (nposefeHo B 2017 r.) NOKa3aHo, YTo nocne
3aBepPLWEHUA HECKOJIbKMX HaUMOHalbHbIX KaMnaHWW no
opraHmM3auunu 6e3onacHoOro cHa MnageHueB aas npodunakx-
TUKWM BHE3anHou HEOXnaaHHOM cMepTU ToNbKo 13% cemen
perynsipHo NpuaepKnBanmncb BCEX WECTU MYHKTOB Nporpam-
Mbl «be3onacHbIn coH». bonee Toro, yctaHOBEHO, 4TO 6onee
TPeTW MNafeHuUeB BCe elle CNAT Ha MATKUX NMOBEPXHOCTAX
/WU UCMONBb3YIOT MATKME U 06beMHble MOCTeNlbHble MPU-
HaA/IEXXHOCTH, MOYTK MNOJIOBUHA CEMEN [LOMyCcKaloT AHEBHOM
M HOYHOW COH AeTen B He MPUCMOCOBNEHHbIX AN 3TOro
MecTax (KONSICKM, Kayenu), NoYTU CTONbKO e ceMewn Npak-
TUKYIOT COBMECTHbIM COH C MJTafleHUEeM B OJHOW KpoBaTu [4].

B CLUA wncnonb3oBaHWe MSArKUMX MNOCTENbHbIX MpUHaa-
JIEXKHOCTEN TaKXe OCTaeTCs LWWPOKO PacnpoCTpaHEHHOM
NPaKTUKOW NPW OpraHn3aluu cHa MadeHLEeB, XOTs 4acTo-
Ta Takux cnydyaeB B nepuop ¢ 1993-1995 no 2008-
2010 rr. cokpaTtnnach ¢ 86 1o 55% [5]. Mo Apyrum AaHHbIM,
¢ 2004 no 2013 r. B wrate Axopmxusa (CLLA) ysennymnacb
(c 40 po 51%) pons MnageHUEB, KOTOPbIX YKNaablBaau cnatb
He B MOMOXKEHMN Ha CnurHe [6]. B snoHCKoM KoropTe (AaHHble
mtona 2010 — mapta 2011 rT.) COH MTaIEHUEB Ha X1BOTE/
OOKy OTMETUNU TONbKO B 3% cemen [7]. MexayHapoaHoe
nccnepgoBaHue (21 ueHTp, 17 cTpaH), NoCBAWEHHOE U3y4e-
HUIO OpraH13auUmn cHa MiaageHueB (daHHble mapTa 1995 —
Mas 1997 rr.), NpoAEMOHCTPMPOBANO, 4YTO pexe Bcero
noAaylwKu ncnonb3osanun B BeHnrpun (0%), LWoTtnaHamm (4%),
KaHage (8%) n Hoon 3enaHgun (9%), 4Yawe Bcero —
B Kutae ([oHKkoHr — 80%, MeknH — 95% n YyHuuH — 95%);
noKasaTe/IM COBMECTHOrO CHa ¢ pPeGeHKOM TaKXKe CWIbHO
BapbupoBann — oT 2% B Typuuun go 88% B Kutae [8].

MonynauUMOHHBIX AaHHbIX 06 OpraHn3auun CHa MaageH-
ues B Poccum HeT. o gaHHbIM UccnegoBaHWs, NMpoBe-
geHHoro B Pecnybnuke Komu B 2015 r. (rr. CbIKTbIBKap,
BopKyTa ¥ 4eTbipe CENbCKMX HaACENEHHbIX MyHKTa) nytem
onpoca 510 martepen, o6paTUBLUMXCS C MNajeHLUaMu Ha
npoduUnakTU4eCKUn npueM B [AETCKUE MONUKIUHUKHK
M denbawepcKo-aKyllepcKne MNyHKTbl, COBMECTHbIM COH
C pebeHKOM MPaKTUKOBaNW B pPa3HblIX HACeNEHHbIX MyHK-
Tax 37-58% cemen, mMcrnonb3oBanuM A1 CHa MNadeHLEeB
noaywkn — B 36-46% cemen, AONyCKanu COH MnageHua
B MOJIOXKEHUN Ha XunBoTe — B 22-28% cemen [9]. Onpoc
poautenen, npoxuBatowmx Bo BnagusocTtoke (2024 r.),
noKasaJs, YTO B KaXK[oW TpeTben cembe MafdeHLEeB, rocnu-
TaNM3UPOBaHHbIX B OTAENEHME MaToNorMuM AeTer paHHero
BO3pacTa [IeTCKOW 60JbHMLbI, MPAKTUKYIOT COH C PEGEHKOM
B OHOW KpoBaTu, ABE TPETU CEMEN MOMELLAlOT B KPOBaTKY
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Organization of Infant Sleep Environment and Parents’
Characteristics Associated with Co-Sleeping with Infants:

Cross Sectional Survey Study

Background. There is limited Russian data on infant sleep environment. Updating this data within large-scale studies, as well as
identifying risk factors of unsafe organization of infant sleep environment are crucial for targeted preventive work and implementation
of effective educational program. Objective. The aim of the study is to examine infant sleep environment organization and parents’
characteristics associated with co-sleeping with children. Methods. The study included mothers of infants referred to a doctor in
8 children’s out-patient clinics (in cities of Syktyvkar, Yakutsk, Petrozavodsk, Arkhangelsk, and Severodvinsk). Socio-demographic and
behavioral characteristics of parents were recorded. The organization of infant sleep was evaluated by the presence of separate baby
bed, its appearance, location, use of pillow, blanket, presence of any other objects in the bed, co-sleeping in the same bed with parents,
baby’s posture during sleep, use of special sleep devices and soother. Results. 2,990 mothers took part in the survey. Co-sleeping was
practiced in 1849 (61.8%) families, allowed infant to sleep on the side or stomach — in 1133 (37.9%), confirmed the use of pillows —
in 720 (24.1%). There are toys and care items in 1179 (39.9%) babies’ beds during their sleep. According to multi-factor analysis:
co-sleeping is associated with low (< 50 thousand rubles/month) family income — odds ratio (OR) 1.55 (95% confidence interval (Cl)
1.30-1.86), artificial or mixed infant feeding — OR 0.55 (95% CI 0.47-0.64), and family alcohol intake — OR 0.65 (95% CI 0.42-0.99).
Conclusion. High prevalence of unsafe organization of infant sleep environment was revealed. Modifiable risk factors are the infant’s
posture during sleep, use of soft bedding, and co-sleeping with the infant.

Keywords: survey, safe sleep, infant mortality, multi-centre study, organization of sleep environment, sudden infant death syndrome,
co-sleeping, risk factors
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OpuruHanbHas cTaTbs

MAageHua AOMONHUTENbHbIE NMOCTENbHbIE NPUHAANEKHOCTH,
TEM CaMbIM YBENMYMBAS PUCK Pa3BUTUS acHUKCHUM BO Bpemsl
CHa, a Kax[bl AecaTbll PpeGEeHOK CMUT B KPOBATKE, UMEIO-
e HaKNOHHYI0 NOBEPXHOCTBL [10].

daKTopbl pUCKa Hebe30nacHOM opraHu3auun NPoCcTpaH-
CTBa CHa MiafeHua TaKKe M3y4yeHbl B HECKOSIbKMX CTpaHax.
Mo pgaHHbIM C.K. Shapiro-Mendoza u coaBT. (CLUA, 1993-
2010 rr.), caMbIMW CUNbHbIMW NMPEAUKTOPaAMKU MCMOSb30Ba-
HUS MATKUX MOCTENbHbIX NMPUHAANEXHOCTEN BblIM MOMOAOM
BO3pacT MaTrepu, ee 3THUYECKas NpUHaNexHocTb (adpo-
M naTMHOaMepMKaHLbl), a TaKXKe OTCYTCTBME Yy MaTepew
BbiCcWero o6pasoBaHus [5]. B Apyrom amepmKaHCKOM mccne-
noBaHun (gaHHble 2015 r.) NOKa3aHo, YTO COBMECTHbIM COH
poauTenen n MnageHua 6bla CBA3aH C rpyaHbIM BCKapMu-
BaHMEM MIaAEeHLEB, HaMMYnMeM y maafeHLEB KaKoro-nnmbo
3a60/1eBaHUA, a TaKXe OTCYTCTBMEM Y AeTeil OTAeNbHO-
ro cnanbHoro Mecta (KkpoBaTu) [11]. KpynHoe wBeacKoe
KOropTHOE uccnefoBaHue (4eTu, poavBliMecs B 3anagHown
Leeunn B 2018 r.) noKasasno, 4To BEPOATHOCTb COBMECTHO-
ro CHa poauTenen u MnageHua Bbille NPy rpyaHOM BCKapM-
JINBAHWUWU U HUXKE — MPU UCMONb30BaHMUM NYCThIWKK [12].

MN3yveHne daKTopoB pucKa HebGe30onacHoOro cHa mMnageH-
ua B Poccun paHee He npoBogunock. [oatomy ocrtaercs
HEW3BECTHbIM, HaCKONbKO (aKTopbl pUCKa Hebe3onacHowm
OpraH1M3aumn CHa B Hallen cTpaHe CONoCTaBUMbl C TaKOBbIMU
B 9KOHOMMWYECKM pa3BUTbIX cTpaHax. MU3yyeHue dakTopoB
puUCKa Heo6Xx0aAMMO B TOM YMUCNE W ANs LieNeHanpaBieHHON
npodbunaxkTMiyeckon paboTbl U co3aaHns abdeKTUBHOM 06yya-
lOLLLEN NPOrpaMMmbl AN POAUTENEN AETEN NEPBOro rofa XU3HHU.

Llenb uccnepoBaHua

Llenb unccnegoBaHus — U3Y4YWTb OpraHM3auuio mnpo-
CTpaHCTBa CHa AETeEW MEPBOro roga *M3HU U XapaKTepuc-
TUKW poauTenew, acCoLMMPOBAHHbIE C COBMECTHbIM CHOM
C MNafeHLeM.

METOAbI

Aun3aiH uccnegoBaHus

MpoBeaeHO MHOrOLLEHTPOBOE OAHOMOMEHTHOE OMpocC-
HOe nccnegoBaHue.

YcnoBusi npoBeaeHUs

CornacHo NpoToKoNy UCCNefoBaHUs, NpoBeLEeHNe Onpo-
ca 6bl0 3anlaHMpPOBaAHO cpeaun poauTenen AeTen, MPOoXKu-
BatwWumx B IT. CbiKTbiBKap (Pecnybnuka Komu), ApxaHrenbcK
n CeBepofBUHCK (ApxaHrefnbckas o065acTb), NpW y4acTuu
[BYX YHUBEPCUTETOB, BXOASALLMX B KOHCOPLIMYM «ApKTUYECKaSA
MeauunHa», — CbIKTbIBKAPCKOrO roCyAapCTBEHHOrO YHU-
Bepcuteta uMm. [lMutupnuma CopokunHa (r. CbIKTbIBKap)
n CeBepHOro rocyaapCTBEHHOr0 MEeAULIMHCKOIO YHUBEPCH-
TeTa (r. ApxaHrenbCK) B COOTBETCTBMM C MJI@HOM COBMECT-
HbIX Hay4HbIX MPOEKTOB KoHcopuuyma ([puKa3 peKktopa
CeBepHOro rocyaapCTBEHHOr0 MeAULIMHCKOrO YHUBEpPCUTETa
N2 118-ax ot 31.05.2023). OnHako nocne Havyana uccneao-
BaHMA B Xo[e NPOBOAMMbIX KOHCOPLIMYMOM paboynx BCTpeY
U KOHdEPEHLMI NpeacTaBUTENN elle ABYX YHaCTHUKOB KOH-
copunyma — Ceepo-BocToyHoro deaepanbHOro yHuBep-
cuteta um. M.K. AmmocoBa (r. AkytcKk, Pecnybnuka Caxa
(AkyTHd)) n [MeTpo3aBOACKOro roCyAapCTBEHHOIO YHUBEp-
cuteta (r. NMeTtpo3aBoackK, Pecnybnunka Kapenus) — nabsaBu-
NN KenaHune npucoeamHuTbes. Nocne yCcTHOro o6CyXKaeHus
[M3aliHa 1 cornacoBaHuWs YCOBUI y4acTusl UccneaoBaTenb-
CKag rpynna 6bina pacwmpeHa.

OTBETCTBEHHbIE WUCCNefOBaATENM M3 Kam4Oro yHUBeEp-
chTeTa Ha OCHOBAHWKW [AaHHbIX PErnoHasnbHbIX/pecnybnu-
KaHCKMX MWHUCTEPCTB 34paBOOXpaHeHns, npeacras-
NIEHHbIX Ha oduuManbHbIX cCailTax, COCTaBMIM MepeyveHb
BCEX MEAMLIMHCKMX OpraHu3auui, OKa3blBatloWMX MepBuY-

HYl0 MeOMKO-CaHWTaApPHYID MOMOLLb AETCKOMY HacefleHUto
B NATM ropogax — CbIKTbiIBKape, AKyTcKe, leTpo3aBojcke,
ApxaHrenbcke n CeBepoaBuHcKe (Bcero 2,4, 4,5 n 1 yupex-
[IeHne COOTBETCTBEHHO).

AOMWHMCTPALMKU BCEX MEAULMHCKUX OpraHu3aunn
OTBETCTBEHHbIMK MccnefoBaTeNnsimMu OblIn 03HAKOMJIEHbI
C uenblo, 3aja4amMn M MeToJaMu uccneaoBaHus. Yyactue
MEAMLIMHCKOIO YYPEXKAEHUS B NCCIEAOBaHMN PYKOBOAUTESb
MEeAMLMHCKON opraHm3almMm NoATBEPXAan yCTHO. B yyacTBy-
IOLMX y4pexaeHuax (cornacue nosiydeHo OT agMWHWUCTPa-
UMM 8 MEAULIMHCKMX OpraH13aumnit) NpoBeaeHbl CoBELLaHUS
C NOTeHUManbHbIMKU MUCMOMHUTENSIMWU — Bpadyamu, B Xxoje
KOTOPbIX MOBTOPHO COOG6LLANN OCHOBHbIE CBEAEHUS M3 MPO-
TOKONa nccnegoBaHus. B nccnegoBaHne BKIKOYaNN Bpaden,
JaBlWWX yCTHOe [06pPOBOJIbHOE corflacMe Ha npoBeaeHue
onpoca. Bcero B uccnegosaHuu npuHanu yqactue 150 Bpa-
yen-neamnatpos n 30 Bpayen Apyrux crneumanbHOCTEN, OKa-
3bIBalOWMX MEPBUYHYIO MEAMKO-CaHWTapPHY0 NMOMOLb AeT-
CKOMY HaceneHuio.

Mepuon npoBeaeHUs UccneaoBaHMs OT Havyana KoHTaKTa
C MEAUUMHCKMMW OpraHn3aumnsamm 4o Noay4eHus nocnegHmx
aHKeT — ¢ 1 uioHg 2022 no 30 unioHa 2023 T.

Kputepum cootBeTcTBUA

B uccnepoBaHve BKIOYanM MaTepen geten B Bo3pac-
Te Ao 365 CyT XW3HW, MOCETUBLLMX B MIAHOBOM MNOPSAKe
MW NO MHOW MPUYMHE Bpayva-neguatpa wav Bpadva Apyrowu
cneunanbHOCTU B OAHOW M3 y4acTBYOLMX B MCCIeA0OBaHUK
MeANLMHCKNX opraHu3aumin. Bolbopka He 6blia CroLWHOM,
NnopsiIoKk BK/IOYEHUS MaTepen B UccleaoBaHMe onpefe-
Nnancs BpayamMu MeauLMHCKUX opraHv3auui Npou3BO/bHO.
Kputepuun HeBKIOYEHUS B UCCeOBaHME U UCKIIOYEHMSA U3
HEero 3anaaHnpoBaHbl He Bbln.

NMpoBeaeHue onpoca

OnpocHUK

M3y4eHne opraHM3aunmn NpoCTpaHCcTBa CHa pebeHKa nep-
BOr0 rofa W3HW NPOBEAEHO C MOMOLLbIO OPUrMHANBbHOIO
onpocHuKa «OpraHuM3aums cHa pebeHKa NepBOro rofa ms-
HW», BNEpBble UCMOIb30BAHHOMO € 3ToM Uenbio B 2015 r. [9].
B HacTosllem ncecnegoBaHmMm NPUMEHUIM MOANDULIMPOBAHHbIN
BapuaHT 3TOro OMPOCHWKA, BbINOMHWUB Clefylowne n3mMeHe-
HWUS: UCKJTKOYEHbI BONPOChl 06 MHPOPMUPOBAHHOCTU MaTepen/
poautenen o CBCM, pno6aBneHbl BOMpPOCbl O AemMorpaduye-
CKMX, COLMalbHbIX U MOBEAEHYECKMX XapaKTEPUCTUKaX Poau-
Tenen: Bo3pacT M o6pa3oBaHue matepu (cornacHo [4, 13))
M oTua, Hannyne oduumManbHOW pernctpaunm 6paka (cornac-
HO [4]), cymMapHbI aoxoa cembM (cornacHo [4, 13]), KypeHue
W ynotpebrieHre ankorons YieHamu ceMbM (cornacHo [4, 13])
(nyHKTbI N2 1-6 1 24-28 onpocHUKa, cM. MNpunoxkeHue).

06 opraH13auuKn MecTa v YCIoBUSAX CHa pebeHKa cyamnu
no OTBETaM Ha cnefyloline BONPOChl: Hainyue OTAENbHOM
KpoBaTh, ee BUA WU MeCTOoHaxoxaeHue (NyHKTbl N2 7-9),
ncnonb3oBaHMe maTpaca (M ero xapaKTePUCTUKK), NMOLYLLKH,
ofesana (BKatovasa cnocob ucnonbloBaHms) (N2 13-16), 6an-
naxunHa n 6amnepos (N2 18), cneumanbHbIX MPUCNOCOBNEHUI
ans cHa (N@ 20), Hannyne B KpoBaTW NPeAMETOB, CMOCOBHbIX
BbI3BaTb acdurcuio (N2 19), nosa pebeHKa BO Bpems CHa
(N2 17), npakTvka coBMecTHoro cHa (N2 10-12), npumeHe-
HWEe NYCTbIWKKN NpK 3acbinaHuun (N 21), noagrotoBka nome-
weHnsa (Ne 22, 23). [JoNoNHUTENbHO aHanu3upoBanu BUA
BCKapMnMBaHua mnageHua (NyHKT N2 24) (cornacHo [14]).

Bcero wmoanduuMpoBaHHbIM OMPOCHUK COoAepXan
28 BonpocoB (cM. MNpunoxeHune). OpraHn3aLmnio NpocTpaH-
CTBa CHa pebeHKa NepBOro roja XuW3Hu udyyanu B COOTBET-
CTBMM C PEKOMEHJaLMAMM PyKOBOACTBa AMEPUKAHCKOM aKa-
JeMUK neamaTpumn No CHUKEHUIO MaJeHYECKON CMEPTHOCTH,
accoLMMPOBAHHOM CO CHOM, 06HOBNEHHbIMKW B 2022 1. [1].



Mpoueaypa npoBeaeHUs onpoca

ONpoCHMK BblgaBanuM MaTtepsm Mnpu MNoCeleHnn MMHU
MEeAMLIMHCKON OpraHn3auun u obpalleHun 3a MeguLMHCKON
NOMOLLBIO K Bpavy-neanaTtpy wan Bpady Apyrow cneuunanb-
HocTK. llocne oO6GBACHEHUA MaTepu/poauvtensaM pebeHKa
Luenu, 3agay uccneaoBaHus M AEMOHCTPaLMK OMPOCHUKA,
noanexallero 3anosiHeHWO, Bpayu 3anpaluBanu YCTHOe
cornacue Ha y4actTue B aHOHUMHOM onpoce. Nocne ero nony-
YeHus maTepu/poauTensm pebeHKa npegnaranu 3anonHUTb
OMpOCHWK Ha Gymare (2 cTopoHbl iucta dopmata A4), He
NoKMAasa MeAMUMHCKOro yypexkaeHusi. NoBTopHoe BKItOYe-
HWE B McCneaoBaHWE UCKIOYaNaM Ha OCHOBAHWW MOATBEPK-
[leHWS PECNOHAEHTOM y4aCTUsl B @aHKETMPOBAHWM BMEPBbIE.

B KawaoM M3 MeaMUMHCKMX y4YpexaeHwn npoueaypa
3ano/iHEHMS ONPOCHMKa Bblla OpraHM30BaHa C y4eTOM OCO-
GeHHOCTEN y4peaeHus; AoMNyCKanocb 3anofHeEHMe Onpoc-
HUKa B KabuHeTe Bpaya WUan B Kopuaope. Y4acTHUKOB Onpo-
ca npegynpexaann 0 BO3SMOXHOCTM MONYYNUTb PA3bACHEHUS
Nno BO3HWKAOWMM NpWU 3arosHEHUN OMPOCHMKA BOMpPOCaM.
3anonHeHHble OMPOCHUKKM MaTepw/poanTenn AeTen OOSK-
Hbl OblIM BEPHYTb COTPYAHUKY YYpEXLeHWs, NPOBOAMUBLUE-
My onpoc. lNpeacTaBuUTeNn YHUBEPCUTETOB — Y4aCTHWKOB
nccnefoBaHMa OCYWEeCTBASAM c60p 3amnofIHEHHbIX OMpoC-
HMKOB MO MEpPEe WX HAKOMAEHWUS B YYPEHKAEHMUSX, a TaKkKe
nocsie OKOHYaHWsa onpoca B KaxA0oM ropofie ¢ nocneaytoLien
OAHOMOMEHTHOM Nnepefayen PyKoBOAWUTENO MCCNefoBaHUSA
(Kopa6bnesa H.H., r. CbiKTbIBKaAp).

06pab6oTKa JaHHbIX

[aHHble N3 ONPOCHUKOB OblNIM NEPEHECEHDBI B 3IEKTPOH-
Hble Tabnuupl. MponyleHHble 3Ha4YeHUs (He3anoJSIHEHHbIEe
nons B 3/1EKTPOHHOM 6a3e JaHHbIX) OCcTaBnsAIM 6e3 n3meHe-
HUI KaK nponycku (missing data). Ownbo4Hble fJaHHble TaK-
e NpeAcTaBnsiv KaK NPonycku. na o6Hapy>KeHns ownboK
BBOJA [Ba uccnegoBaTens, BBOAMBLUME AaHHbIE, OCYLLECT-
BNSIM BbIGOPOYHYIO HECUCTEMATUYECKYID MEPEKPECTHYIO
NPOBEPKY MO OKOHYaHMU BBOAA BCEX AaHHbIX.

BospacT poautenen pebeHka aHanM3nMpoBaan Kak ecTb
B BWAE KOMMYECTBEHHOW NepemMeHHOMW, ypoBeHb o6pa3oBa-
HUS — B 3 KaTeropusix: Boicwee (B TOM yucne 6akanaBpu-
at, Maructpartypa/cneyuanuTtetr U/wamM acnupaHTypa/opam-
HaTypa; pedepeHcHas KaTeropwus), cpeaHee crneunanbHoe
n cpeaHee (1-11 knaccbl 061e06pa3oBaTe/ibHOM LWKObI).

o Npu3HaKy «cemMenHoe MOMOKEHMEe» BblAENsANn chne-
Aylolne KaTeropuu: 3amyXKHue XeHWuHbl (pedepeHcHas
KaTeropus), }eHLWM Hbl C He3aperncTpupoBaHHbIM GpakomMm,
EHLMHbI, BOCNUTbIBAOLLME AETEN COBMECTHO C MApTHEPOM,
W OAMHOKME MaTepH.

COBOKyMHbIV JOXOA4 CEMbMW OMPEAENsIN KaK COCTaBsto-
wn < 50 n = 50 ThiC. py6. B MecsiL, (pedepeHcHas KaTeropus).
MoporoBoe 3Ha4veHWe A1 4OX04a CeMbM OnpeaesneHo no AaH-
HbIM PoccTaTa, cornacHo KotopbiM 50 Thbic. py6./Mec — Hau-
MeHblUee 3HavYeHne cpeaHen 3apaboTHOM MnaTbl B CYObEK-
Tax Poccuiickon depepaumn B 2021 1. (https://rosstat.gov.
ru/labor_market_employment_salaries).

KypeHue n exegHeBHoe ynoTpebrieHWe anKorons Kem-
M60 B CEMbe NPeACTaBNAIN B BUAE OMHAPHbBIX NEPEMEHHbIX
C KaTeropusamMu «HeT/Aa», BUA BCKapMIMBaHuA pebeHKa
onucbIBanu Takxe B BUae 6GUHaApHOro np13Haka, roe O — ato
CNny4yam MCKYCCTBEHHOIO M CMELWAaHHOro BCKapMIMBaHUS,
1 — rpyaHoOro BCKapMaMBaHus.

CTaTUCTMYECKUI aHaNu3

Heob6xoamMMbli 06bEM BbIGOPKK BpaYven u pogutenen mna-
[eHLEeB NpeaBapuTENbHO HE paccyuTbiBanu. BmecTe ¢ aTum
Ha aTane naaHMPOBaHUS UCXOAMIM U3 TOrO, YTO B UCCNefoBa-
HWEe HeobxoaMMO BKIOYUTL He MeHee 900 yenoBekK (poauTe-
nen mnageHues). Mpu onpegeneHnn atoro o6bema Ucxoamnm

M3 HEOBXOAUMOCTM YBENWYUTb pa3mep BblGOPKM BABOE OT
ob6bema uccnenoBaHms, nposegeHHoro B 2015 r. [9].

AHanM3 AaHHbIX BbINMOMHEH C UCMOSb30BaHMEM MakeTa
cTatucTuyeckux nporpamm SPSS Statistics, Bepcus 29.0
(IBM SPSS Software, CLUA). OnucaHue KONWYeCTBEH-
HbIX MOKas3aTenen BbINOJIHEHO C YKas3aHMeM Me[uaHbl
(1-n; 3-1 kBapTMnun). CpaBHEHME KONMYECTBEHHbIX AaHHbIX
(BO3pacTa Matepu 1 0TLa) B rpynnax BbIMOAHEHO C UCMONb-
30BaHMeM KpuTepusas MaHHa — YWTHM, CpaBHEHWE KaTero-
puanbHbIX MEPEMEHHbIX — KpUTepus Xu-kBagpart MNupcoHa.

C uenbto onpefeneHnss He3aBUCUMbIX MNPELUKTOPOB
COBMECTHOrO CHa C MNajeHueM KaKk OAHOro 13 Haubonee
pacrnpocTpaHeHHbIX ynpasiseMblX GaKTopoB pUCKa CMepTH
pebeHKa B Konblbenu [15-17] npoBeaeH MHOrOPaKTOPHbIN
JNIOTUCTUYECKUIN PErpecCUoHHbIM aHanni. B Hero BKtoYa-
NN NepemMeHHble M3 4Yucna couumanbHo-gemMorpabuyecKkux
W MOBEeAEHYECKUX XapaKTEPUCTUK POAMUTENEN, accoLuupo-
BaHHbIX (Npu p < 0,05) ¢ 3aBUCUMOWM NepeMeHHOM NpKU 04HO-
MEPHOM aHanuse. BKoyeHne nepemMeHHbIX B MHorodak-
TOPHYIO MOJ€eNb NPOBOANIM OJHOBPEMEHHO (MeToa «enter»).
Ypanenve wn3 Modenu CTaTUCTMYECKM He3Ha4dyuMMmbix (Npu
p = 0,10) nepeMeHHbIX NPOBOAWIN HA OCHOBaHWKW aBTOMa-
TUYECKOIro anropmuTMa noLaroBoro (stepwise) UCKIOYEHUS.

Accoumaumio He3aBUCHUMBIX MEePEMEHHbIX C 3aBUCUMOM
nepemMeHHON OrMucbiBanM C YKasaHMeM OTHOWEHUS LWaHCoB
(OLU) 1 95% posepuTenbHoro MHTepsana (AM). OnucaHne MHo-
rodaKTOpPHOM MOAENM BbINOMHEHO C YKadaHuem KoapduumneHTa
AeTepMuHaLIMK (R2, 4acTb AUCNepcHmn 3aBUCHMON NepemMeHHOH,
KOTOPYIO MOXHO O6BACHWUTL C MOMOLLLIO MOAENN IOTMCTUYECKON
perpeccuu), paccymtaHHoro no metogy Nagelkerke. Kpome Toro,
AN MHOroQaKTOpHOM MOJeNn aBTOMaTUYECKU pacCyMTbIBa-
Nlacb BEPOATHOCTb HACTYNeHWs NpeacKas3biBaeMoro cobbITUs
(coBmeCTHOro cHa ¢ pebeHKoM), KoTopas TpaHchopmmupoBanacb
B OMHApHbIN NPU3HAK Ha OCHOBAHWMM MOPOrOBOr0 3HAYeHMSs
BeposATHOCTH, paBHoro 0,5. 1N 3aToro npusHaka onpenensnu
3Ha4YeHnUs YyBCTBUTENbHOCTU (LONA MCTUHHO MOJSIOXKUTENbHbIX
pe3ynbTaToB) U cneuudUYHOCTM (0N MCTUHHO OTpULIATENbHbIX
pe3ynbTaToB) NPeAcKa3aHus.

9THuyecKas 3KcnepTUsa

MpoBeaeHve onpoca 3aniaHMpoBaHO B paMKax HayyHo-
uccnefoBaTeNibCKoi paboTsl «be3onacHOCTb CHa MnaaeHLua: aHa-
M3 cuTyaumu Ha EBponenckom CeBepe Poccum» KoHcopLmyma
«ApKTMYecKass meauuuHar. lNpoBeaeHne uccnegoBaHus 0406-
peHo JIoKanbHbIM 3TMYECKUM KOMUTETOM CeBepHOro rocyaap-
CTBEHHOI0 MEAMLIMHCKOTO yH1BepcuTeTa (npotokon N2 01/04-22
oT 29.04.2022). NHdopMupoBaHHOE AOOPOBOSLHOE cornacue
OT PECMOHAEHTOB HE MoJy4au, TaK Kak onpoc 6bl aHOHUMHbIM.

PE3Y/IbTATbI

dopmupoBaHue BbIGOPKU UCCef0BaHUS

O6lee KonM4ecTBO maTepen ¢ AeTbMM B BoO3pacTe [0
365 cyT, 06paTMBLUMXCSA B y4acTBYyKOLIME MeAWLIMHCKME opra-
HW3aUMKM B Mepuos NpoBeLeHUs UCCNefoBaHus, He GUKCK-
poBanu. Bcero nonydyeHo 2990 onpoOCHMKOB, B TOM 4Yucne M3
CblIKTbIBKapa — 927, Akytcka — 1004, MNeTposaBoacka — 607,
ApxaHrenbcka n CeBepoaBuHCKa (cymmapHo) — 452. Yactb
BOMPOCOB PECMOH/EHThI OCTaBWUIM 6e3 OTBETA; [0S OTBETUB-
LIMX Ha KaXKabl U3 BOMPOCOB y4YTeHa Npu aHann3e pesynsTaTos.

OpraHuMsauua NpocTpaHCTBa CHA MlajeHLeB

OnucaHWe opraHM3auuu MecTa U yCNOBWIA CHa MnafdeH-
LueB npegcrasneHo B 1abn. 1. Moyt B 3% cemen y mnagex-
L@ He 6blfo cO6CTBEHHON KpoBaTu. Kaxkgaa BTopas cembs
npeanoyYnTaeT KnacCU4ecKytlo MoJieslb KpoBaTu ansa pebeHKa.
B aByx cnyyasx M3 Tpex KpoBaTKa MiadeHLa pacrnonaraercs
cornacHo Tpe6oBaHnamM 6€30NacHOCTM — B OAHOM KOMHaTe
pPSOOM C POAUTENBLCKOM KPOBAaThIO.
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Ta6nuua 1. OpraHu3auusa NPOCTPaHCTBa U YCNOBUI CHa pebeHKa NepBOro roAa X13Hu
Table 1. Organization of infant sleep environment

MoKa3sarenu UL LI BapuaHTbl OTBETOB FEE AL
Ha Bonpoc, a6c. (%) p ao6ce. (%)
Hanuuune getckom KpoBaTu 2376 (79,5) na 2306 (97,1)
KflaccuyecKas gepeBsHHas 1178 (49,6)
KpoBaTb-KoJbI6ENb 367 (15,4)
KpoBaTb-TpaHchopmep 351 (14,8)
Bua kposaTy 2376 (79,5) KpOBaTb-MaHeX 204 (8,6)
KpoBaTb-NtoNibKa 95 (4,0)
npucTaBHaa KpoBaTb 181 (7,6)
B KOMHaTe C POAUTENSIMU PAAOM 1961 (66,1)
PacnonoxeHune KpoBaTu 2963 (99) B KOmMHaTe C poumfenmm 765(25,9)
y NPOTUBOMONOXHOMN CTEHbI
B OTAE/IbHOW KOMHaTe 237 (8,0)
COBMECTHbIW COH C MNTafIEHLIEM B OIHOM KpOBaTH 2990 (100) na 1849 (61,8)
MoskeT JWI“peﬁeHOK BO BPEMS IHEBHOMO CHa GbITb pa3MelleH 2990 (100) na 1697 (56.8)
He B CBOEW KpoBaTKe?
MoxeT ﬂVI“pe6eHOK BO BpPeMSsi HO4YHOMO CHa 6bITb pa3mMelleH 2990 (100) aa 793 (26,5)
He B CBOeW KpoBaTke?
KECTKUMN 1725 (60,9)
MSATKUIA 518 (18,3)
NPYXUHHbIN 213(7,5)
Bua matpaca 2834 (94,8) 6eCnPYIHHLI 82(2,9)
C CUHTETUYECKOW HabUBKOM 102 (3,6)
C HaTypanbHOM HabWBKOM 194 (6,8)
Mcnonb3oBaHue noayLwKu BOvaeMﬂ cHa pebeHKa 2990 (100) na 720 (24.1)
(B TOM Yncne opToneanyecKom)
Mcnonb3oBaHue ogesina 2990 (100) na 2270 (75,9)
CobntogeHne npaBun 6€30MacHOCTU NPU UCNONb30BaHUK 2270 (75,9) na 815 (35,9)
oaesna (40 ypoBHS rpyau, NogsopadvnBas Kpas nof martpac)
BangaxvH n 60pPTUKKM B KpoBaTh MaafeHua 2990 (100) na 1122 (37,5)
Hanuyune B KpoBaTH NOCTOPOHHMX NPEAMETOB B NEPUOA CHa 2055 (98,8) na 1179 (39,9)
pebeHKa (MrpyLlek, oaexabl, NpeamMeToB yxoaa)
Mcnonb3oBaHue cneuunanbHbIX yCTpOMCTB nnu npucnocobneHuni 2990 (100) na 507 (16,7)
[N cHa (NO3ULIMOHEP, KOKOH, CnasbHblA MELLIOK)
Ha cnuHe 1718 (57,9)
MpenmylecTBeHHas no3a pebeHKa BO BpeMS CHa 2966 (99,1)* Ha 60Ky 999 (33,7)
Ha X1BoOTE 426 (14,3)
Mcnonb3oBaHWe NyCThIWKN NPU 3acbiNaHum 2990 (100) na 1868 (62,8)
MpoBeTpuBaHWe NomeLLeHUs nepes CHoOM 2990 (100) na 2663 (87,7)
MpoBeTpuBaHWe NomMeLLeHUs B Nepuo/ cHa 2990 (100) na 87 (2,9)

lNpumevaHme. <*> — y4acTHUKKU Onpoca MOornu BbliGpaTb 60/5€ee 0AHOro BapuaHTa oTBeTa.

Note. <*> — respondents could choose several answers.

OfgHOBPEMEHHO ¢ 3TUM 6osiee 60% poauTenen npakTuKy-
0T COBMECTHbIM COH B OHOM KpoBaTK C MnageHueM. oytm
40% OnpoOLLEHHbIX OTMETUIM MPUCYTCTBME XOTS Obl OAHOIO
NMOCTOPOHHEro MnpeameTa (UrpyLKku, ofexaa, npeaMeTbl yxo-
[a) B KpoBaTKe MaJibllla BO BPeMS ero cHa, B 22,2% cny4yaeB
peyb LWia O NMPUCYTCTBUM B KPOBATKE HECKONIbKMUX MOCTOPOH-
HUX NpeameToB ogHOBpeMeHHo. bonee yem B 40% cnyyvaeB
BblGMpaeTca Hebe3onacHas No3a cHa mMnajeHua — Ha 60Ky
UK XuBoTe. BmecTe ¢ aTM 6% maTtepen ykasanu Ha coyeTa-
HWe yKa3aHHbIX Hebe30mnacHbIX N03 BO BPEMS OAHOro anu3o-
[a CHa MnageHua, 61% — Ha coveTaHue NO3 «Ha CMUHE» U «Ha
OO0Ky». Micnonb3oBaHWe NyCTbIWKW NpK 3acbiNaHnn OTMETWUIN
6051ee NoIOBMHbI OMpoLLEHHbIX. [poBeTpMBaHWe NoMeLLEHUA
[U151 CHa OCYLLECTBASIETCH NPEUMYLLECTBEHHO nepes CHOM, HO
He BO Bpemsl CHa pebeHKa NepBoro rofa *mM3Hu (cm. Tabn. 1).

XapaKTepucTuKa cemen
BospacTt martepen u oTLUOB B MOSIOBMHE CEMEN Bapbu-
poBan B npegenax ot 26 go 35 net (taba. 2). BOAbWWHCTBO

(OKON0 NONIOBUHbI) POAUTENEN UMENU BbiCLLEE 0OPA30BaHMKeE.
Mpeo6nagann ceMbu ¢ 0bULMANbHO 3apPErncTpMpPoOBaHHbIM
6paKoM 1 foxoom cembu 6onee 50 Thic. py6./Mec.

Moyt B 40% cemen KypuT (Tabak MU/UNKN 3NEKTPOHHbIE
curapetbl) xoTa 6bl 0AMH M3 poauTenen pebeHKka (B 60/b-
LUMHCTBE cny4yaeB — oOTel), B 8% cemen KypaT oba poauTe-
na. ExegHeBHoe ynoTpebnieHre ankorons B cembe XoTs Obl
OAHUM U3 ee Y1eHOB OTMETUNIN MeHee 5% onpolueHHbIX. Ha
rpyaHOM BCKapM/IMBaHMM Ha MOMEHT MpOBefeHMs onpoca
(M3 2984 0TBETUBILLMX HA BONPOC) Haxoannuce 1456 (48,7%)
[eTel NepBoro rofa *W3HW, Ha UCKYCCTBEHHOM W CMeLlaH-
Hom — 1528 (51,1%).

CpaBHUTENbHbIM aHanM3 pPacnpocTPaHEHHOCTU COLMU-
anbHO-geMorpad®U4ecKkmx 1 NOBEAEHYECKMX XapaKTEPUCTUK
poauTenen B OMPOLUEHHbIX CEeMbSX MOKa3an, YTO COBMECT-
Hbl COH C pe6GEHKOM Yallle NPaKTUKOBaIn B cemMbsx ¢ 6onee
MOSIOAbIMU POAUTENSIMU, B CEMbSX, YNEHbl KOTOPbIX pexe
npuberanu K exxegHeBHOMY yNOTPeGIEHMIO anKorons, CEMbM
c 60/1ee HU3KMM COBOKYMHbLIM [0XOJOM, OAMHOKMUE MKEH-




Ta6nuua 2. CounanbHo-gemorpaduyecKkne u NoBefeHYecKne XapakTepUCTUKK poauTenein B 3aBUCUMOCTHU OT MPUBEPKEHHOCTU NPaKTUKE
COBMECTHOro CHa ¢ MageHuem

Table 2. Socio-demographic and behavioral characteristics of parents according to adherence to co-sleeping with an infant

KonunyectBo KonunyectBo
3HauyeHue 3HauyeHue
aHKerT, a6c. aHKerT, a6c.

BospacT maTtepwu, roasl 2983 (99,8) 1138 30 (26; 34) 1845 29 (25; 33) < 0,001
BospacT oTtua, rogbl 2750 (92,0) 1069 32(28; 37) 1681 31(28;35,5) | <0,001
O6pa3oBaHne matepu, abe. (%)
* Bbiclee 601 (52,8) 1010 (54,8)
® CcpefHee cneunanbHoe 2981(99,7) 1138 412 (36,2) 1843 629 (34,1) 0,500
® cpefHee 125(11,0) 204 (11,1)
O6pa3oBaHue oTua, abe. (%)
* BbiclIee 547 (50,0) 808 (47,1)
® cpefHee crneuuanbHoe 2808 (93,9) 1094 399 (36,5) 1714 667 (38,9) 0,322
* cpegHee 148 (13,5) 239 (13,9)
CemeltHoe nonoxeHue, aée. (%)
e OpaK 3aperucTpupoBaH 846 (74,2) 1332(72,1)
e OpaK He 3aperucTprpoBaH 2988(99,9) 1140 241 (21,1) 1848 367 (19,9) 0,001
® O[MHOKas MaTb 53 (4,6) 149 (8,1)
COBOKYMHbIN JOXO[ CEMbM
<50 TblC. py6./Mec, a6, (%) 2990 (100) 1141 287 (25,2) 1849 660 (35,7) < 0,001
Kypsiwme B ceMbe, abc. (%) 2990 (100) 1141 424 (37,2) 1849 716 (38,7) 0,393
ExxegHeBHOe ynoTpebneHune ankorons 2990 (100) 1141 52 (4.6) 1849 51(2.8) 0,009
B cembe, abc. (%)

WKMHBI, @ TaKXe Mpu rpyaHOM BCKapMAMBaHUKW MNajeHueB
(1010/1846 (54,7%) B cpaBHeHun ¢ 446/1138 (39,2%)
NMPWU UCKYCCTBEHHOM W/ CMeLlaHHOM BCKapMJIMBaHUK COOT-
BETCTBEHHO; p < 0,001) (cM. Tabn. 2).

MpeAnKTOpPblI COBMECTHOIO CHa C MNaAgeHUeM

B pesynbrate MHOropaKToOpHOro aHannaa 6bI10 YyCTaHOB-
JIEHO, YTO COBMECTHbIV COH poaMTENEN C MNadeHLEM B OQHOM
KpoBaTK acCoUMMPOBaH C OTHOCUTENIbHO HU3KUM CyMMmap-
HbIM AOXOOM CEMbM, @ TaKXe C rPyAHbIM BCKapM/MBaHWEM
MnageHua. Kpome TOro, BEpPOSiITHOCTb COBMECTHOIO CHa
C MNnageHuem 6bina HUXKe Npu exxegHeBHOM ynoTpebneHum
anKkorona B ceMbe (Tabn. 3). YyBCTBMTENbHOCTb NMpeAcKa-
3aHMs MHOrodaKToOpHOM MoAenun (paccuyutbiBaemasi BEpO-
atHocTb = 0,5) coctaBuna 89,3% (1497/1677), cneuu-
dunyHocTb — 20,8% (221/1064).

OBCYXAEHUE

Pes3lome 0CHOBHOro pesynbTaTta ucciejoBaHus

bonee nonoBuHLI cemeit, y4acTBOBaBLIMX B UCCeLoBa-
HWUK, HE BbIMOJIHAIOT COBPEMEHHbBIX PEKOMEHAaLMi no opra-
HM3aLKM 6€30MacHOro cHa MNafeHLUEeB, NPaKTMKys COBMECT-
HbI COH, JIoNycKas COH MjajeHua Ha KUBOTEe, UCMONb3ys

NMOAYLIKM M [ONycKas NpWCYTCTBME B KpoBaTKe MiajeHua
UrpyLieK v NpeaMeToB yxofa. BeposTHOCTb TOro, YTo mnaae-
Hel, BO BpemMs cHa 6yaeT Haxo4uTbCa B MNOTEHLMaibHO onac-
HbIX YCNIOBUSAX, @ MMEHHO B OAHOW KPOBATU C POAUTENSMMU,
BbllE B CEMbSIX C HU3KMM AOXOA0M M NMPW FPYAHOM BCKapMIIU-
BaHWW, HWXKE — NPK 3/10yNOTPEBIEHNN aNTKOTOSIEM B CEMbE.

OrpaHu4eHus uccnefoBaHusa

AHOHWMHBIM OMNPOC, B OT/IM4ME OT MHTEPBLIOMPOBAHMS,
Mo HaleMy MHEHMI0, GOPMUPYET y ONpaLIMBAEMOro oluylie-
HWe 6o/bllen cBOOOAbI U NMPOXOAMT, KaK NpaBuio, B MeHee
HanpsXeHHON 06CTaHOBKe, B yAOOHOM BPEMEHHOM WU CKO-
POCTHOM pexunme, NpuBoas K 6onee 060CHOBaHHbLIM OTBE-
TaM. OHOBPEMEHHO C 3TUM Ha KayeCcTBO Mojsy4aemMoun npu
aHOHMMHOM onpoce MHdOopMaLMKU MOTYT NOBANUSATL HE3aWH-
TepecoBaHHOCTb PECrnoHAEHTa, OTCYTCTBME MaTepuanbHOro
WM HemaTepuanbHOro CTUMYIMPOBaHMUSA, a TaKKe XKenaHue
PECMNOHAEHTOB CKPbITb CTUrMaTU3upytowyo nHdopmaumnio
(Hanpumep, nHGOPMaALMIO O KypeHuu wuan ynoTpebieHuu
anKkorosia B cembe). TakKe cneayeT yNnoMsHYTb O BO3MOXHOM
ownbKe oTbopa, MOCKONbKY Bbl6OPKa MCCnefoBaHUs He
Oblna NoNynsLMOHHON, @ B ONPOCE MPUHSANN y4acTUe TONIbKO
L06POBObLBI U TONBKO MaTepu, NPoXMBaloWme B CeBep-

Ta6nuua 3. He3aBUCHMbIE NPEAUKTOPbI COBMECTHOIO CHa POAUTENemn ¢ MiaaeHLeMm: pesynbraTbl MHOropaKTOPHOro perpeccoHHOro

aHanuza (n = 2741)

Table 3. Independent predictors of parental-infant co-sleeping: results of multivariate regression analysis (n = 2741)

COBOKYMHbIN Mec4HbI JOX04 cemMbu < 50 ThiC. py6./mMec

1,55 (1,30-1,86)

ExxegHeBHOe ynoTpebneHne ankorons B cembe

0,65 (0,42-0,99)

McKyccTBeHHOE /CMellaHHoe BCKapMinBaHue pebeHKa

0,55 (0,47-0,64)

MprmeyaHme. KoapdpuumeHT geTepmmnHaLum ana MHorodaxktopHon mogenu (R2) paseH 0,052. Hanbonbluee KoMYecTBO NPonyckos (n = 250)
CBS3aHO C OTCYTCTBMEM JjaHHbIX O BO3pacTe 0TLa (MepeMeHHas He BK/IloYeHa B Mo/ie/b M3-3a OTCYTCTBUS CTAaTUCTUHECKOM CBSAI3U C 3aBUCHMONM

nepemMeHHoMm).

Note. Determination coefficient for multifactor model (R2) is 0,052. The highest number of missing values (n = 250) is associated with lack
of father age data (variable was not included in the model due to lack of statistical association with the dependent variable).
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Original Article

OpuruHanbHas cTaTbs

HbIX ropogax Poccun. Kak cneacteue, pacnpocTpaHeHune
pe3ynbTaToB UCCNeOBaHUS Ha reHepasnbHyl0 COBOKYMHOCTb
MOXeT OblTb BbINOJIHEHO C OCTOPOXKHOCTbIO. M HaKoHel,
OrpaHM4YeHMEeM WCCnefoBaHWs SBNSETCA WMCMONb30BaHWe
B KayecTBe 3aBUCMMOMN NepeMeHHOM Npu MHOrohGaKTopHOM
aHannse ¢gakrta COBMECTHOro (B O4HOM KpoBaTu) CHa poau-
Tenen ¢ mnageHuem. O4eBUAHO, 3TO CypporaTtHas xapakre-
pUCTMKa 6€30MacHOCTM CHa, Torga Kak «TBepAoW KOHEYHOM
TOYKOM» A1 €e OLIEHKM ABASIOTCA Cllydanm CMepTu MNafeH-
LeB B KpoBaTu. He NCKNOYEHO, YTO MCMO/Ib30BAHNE UMEHHO
3TUX COBLITUI ANS OLUEHKM 6e30MacHOCTM OpraHM3alLMu cHa
N3MEHUT CMNeKTP GaKTOPOB PUCKA, a 3HAYUT, U Halle npes-
cTaBneHne 06 aGPEKTUBHBLIX Mepax NPOOUNAKTUKN.

UHTepnpeTauuma pe3ynbraTtoB UCC/Ief0BaHUA

AnHamnKa noka3atesies opraHn3aLnm

npocTpaHcTBa CHa mnageHyeB B Poccumn

OTcyTcTBME OTAENbHOM KpoBaTW y pebeHKa OoTMeTunu
3% pecrnoHAeHTOB, YTO COMOCTaBUMMO C pel3ysibTaTaMu paHee
0ony6/IMKOBAHHOIO POCCUMCKOro uccnefoBanus [9] u ceuae-
TenbCTBYeT 06 MCNONb30BaHUKU AN CHa pebeHKa nepBoro
roga »W3HW HenpucnocobNeHHbIX YCTPOWCTB, Hanpumep
KONSACOK, Kpecesl, AMBaHa Wiu poauTeNibCKon KposaTu. Mpwu
3TOM Mo cpaBHeHuto ¢ 2014-2015 rr. YacToTa UCrnonb3oBa-
HUA KpOBaTU-KOMblIGENU, KpoBaTU-TpaHChOpMeEpa, MaHexa,
NIIONbKK yBeNnYunach (Kposatu-Konbléenn — ¢ 13 go 15%,
KpoBaTtu-tpaHchopmepa — ¢ 7 oo 15%, maHexxa — ¢ 5 ao
9%, ntonbkn — ¢ 2 fo 4%) [9]. MNpuctaBHyIO KpoBaTb AJ1F CHa
MIafeHUEB MCNob30Banu B 8% cemMen (AaHHbIM BapuaHT He
OblN BK/IIOYEH B aHKETY NpeablayLLero nccneioBatuns).

MonoxuTenbHas AMHAMWKa 4acTOTbl MCMOAb30BaHMSA
nepeyncneHHbIXx BapuaHTOB AETCKUX KpoBaTel cBfi3aHa,
Nno HalwemMy MHEHWIO, He TOSIbKO C pacLliMpeHMEM accop-
TUMEHTa [JaHHOM NPOAYKUMM U PEeKnaMow, OKa3blBalollen
B/IUSIHWE Ha BbIGOP poauTenen, Ho U poctom GUHAHCOBOMO
6narococtosiHus HaceneHus Poccun (no gaHHbiM Poccrarta,
noKynaTenbHas CnocobHOCTb cpeaHeEMECAYHON HOMMUHaSb-
HOM Ha4yMCNEeHHOW 3apnaaTbl MO HEKOTOPbLIM HEMpPOAOBOJIb-
CTBEHHbIM TOBapam (Hanpumep, oaexaa ANs AeTen WKOMb-
Horo Bo3pacta) B nepuog ¢ 2015 no 2022 r. yBenunyunacb
Ha 17%; https://rosstat.gov.ru/folder/13397#).

ConoctaBrMble pe3ynbraTbl B CPaBHEHUU C pesynbrataMu
paHHero uccnefoBaHus [9] nosayvyeHbl B HACTOALWEM UCCNeao-
BaHMM B OTHOLLEHWMU PACMOJIOKEHNS KPOBaTWU MiaaeHLa (aABe
TPETU — B KOMHATe C POAMUTENSMM, PSAOM), HANMYUS B KPO-
BaTKe MOCTOPOHHMX NPEeAMETOB M UCMOSIb30BAHWUS MYCTbILLKM
npu 3acbinaHnn. Mcnonb3oBaHWe NOAYLIKK 415 CHa pebeHKa
nepBoro roaa *un3Hu B cpaBHeHnn ¢ 2014—-2015 rT. ymeHb-
lmnocb B ABa pa3a (¢ 41 po 24%), 6angaxvHa 1 60PTUKOB —
noytn Ha 45% (¢ 55 go 38%), 4TO KOCBEHHO CBUAETENLCTBYET
0 Nyywen MHOOPMMPOBAHHOCTU COBPEMEHHBIX POAWUTENEN
B BOMpOCax OpraHu3aLmn 6e30nacHbiX YC10BMI CHa pebeHKa.

CnenyeTt ynoMsiHyTb, 4TO MHGOPMMPOBAHHOCTL poauTe-
Nnen B AaHHbIX Bonpocax B Poccun paHee He nayyanu, U ato
MOXET cTaTb TEMOM BYAYLLINX UCCIEA0BaHUN.

C 2014-2015 rr. OTMEYEHO 3Ha4yuUTeNbHOE YBENUYEeHUe
4acToTbl UCMONb30BaAHUSA CMeLManbHbIX YCTPOUCTB ANs CHa
MnageHueB (¢ 6 go 17%). B HacTosilee BpemMs LWMPOKO pac-
npocTpaHeHa peKknama TaKuX YCTPOWCTB (MO3WLMOHEPOB,
rHe3a, KOKOHOB), 6e30CHOBaTENbHO YTBEPKAAIOLWas, YTO 3TH
YCTPOMCTBA «CHUXKAIOT PUCK CMHAPOMa BHE3arnHom cMepTu
mMnageHues» [1].

OpraHuM3ayms NpocTpaHCTBa CHa MJ1afleHLeB B MHUpe

CoH MnajeHua Ha CNMHEe B HaCTOsLUIEM WccleaoBa-
HUW OTMETUAKM GoJNiee MONOBMHbLI OMPOLLEHHbIX MaTepen, Ha
OOKy — Kakaas TpeTbs, Ha XKMBoTe — Kaxkaasa 10-4. B 6onee
paHHeM uccneaoBaHun [9] ykasaHHOE NOMOXKEHME BO BPeEMS

CHa OTMETUAM ABE TPETU, Kaxas BTOpas M Kaxkaas natas
onpoleHHas COOTBETCTBEHHO.

He6naronpusaTHoM cnefyeT cyuTaTb TEHAEHLUMIO K yBe-
JINYEHUIO COBMECTHOIO CHa C pebeHKOM B OAHOW KpoBaTu
(c 49 po 62%). CoBMECTHbIN COH C MNageHUeM B OAHOM
KpoBaTWU WM Ha OfHOM MOBEPXHOCTU SABASETCS Haubonee
ob6CcyKaaeMblM M U3y4aembiM GaKTOpPOM PUCKa peanusa-
LMK HUBHEYrpoxaloLmnx cutyauun, B Tom 4yucne CBCM.
lNMoKkazaHo, 4yTto puck CBCM Bbile nNpu COBMECTHOM CHe
C MNajeHueM B nepsble 12 Hepa ero Xu3Hu [16], y Kypsawmx
poauTenen [15,16], ynoTpebnsiowmx ankoronb/ncuxoakx-
TMBHble BellecTBa [15], a TaKKe nNpu opraHn3auuu cHa Ha
onBaHe [18]. Mpu 3TOM, COrnacHO MHEHWIO aHTPOMOJIOroB,
«HET TaKOro MOHATUS, KaK MIaJeHYECKUI COH, HET TaKoro
MOHATUS, KaK rpygHOEe BCKapM/MBaHWE, eCTb TONbKO “COH
Ha rpyau”», YTO yKa3blBaeT Ha BaXKHOCTb COBMECTHOIO CHa,
B TOM 4YMCNe U AN COXPaHEHUs, NOAAEPHKKU U YKPENNeHUs
rpyaHoro BckapmaunsaHus [19].

AHanM3 npobnembl COBMECTHOIO CHa C MNaAEHLIEM B MEX-
[lyHapoJHOM MacluTabe yKa3blBaeT Ha METOA0/0rMYecKue
npo6nemMbl UCCneoBaHMI, NOCBSLEHHbIX AaHHOMY BOMpPOCY
(pasHble MeTOAbI, pa3Hble aHKETbI U Ap.), MOASPHOCTb Pacnpo-
CTPaAHEHHOCTM B Pa3/IMYHbIX 3THUYECKUX U KYSbTYPHbIX FPpymn-
nax [20]. MpeactaBnaTcad 060CHOBAHHLIMM MPU3bIBbI [20]
K 06beANHEHMIO YCUNIA NMCUXONIOrOB, aHTPOMNOAOMOB U Neau-
aTpoB A5 UBYYEHMUS KYNbTYPHbIX, STHUHECKUX, PENUTMO3HBIX
0COGEHHOCTEN OpraHn3aLUunn cHa MafeHLEB.

CornacHo coBpeMeHHbIM pekomeHgaumnsam [1], coBmecT-
HOe WUCMoNb30BaHWEe KpoBaTW HE PEKOMEHAOBAHO HU MNpw
Kakux obcToatenbcTBax. bonee Toro, poauTenu LOMKHbI
6bITb MPOUHOOPMUPOBAHbLI O TOM, YTO 6a30BbIN PUCK Pa3BU-
TUS KMBHEYrPOXKaIoLMX COBLITUI UM HACTYNNEHUS CMEPTH
B BO3pacTe 10 4 Mec Npu COBMECTHOM CHEe C MNaAeHLIEM
yBenuninBaetcs B 5—10 pa3 y JOHOLWEHHbIN AETEN C HOP-
ManbHOW Maccor Tena npu pPoXAeHWUU, AaXKe eCnu HU OOMH
U3 poauTenen He KypuT, a pebeHOK HaxoauTca Ha rPyaHOM
BCKapMIMBaHuu; B 2—5 pa3 y HEQOHOLWEHHbIX WUAN aeTewn
C HU3KOW Maccow Tefa Npu POXKAEHUU, Aaxe eCcnu HU OanH
M3 POAMTENEN HE KYpUT, @ TakKe Npu COBMECTHOM WMCMONb-
30BaHMU MAMKUX MOCTE/bHbIX MPUHAANEXHOCTEN, TAKMX KaK
noaywKu unu ogesna [1].

HeHagnexallylo npakTMKy OpraHu3auuu NpocTpaHcTBa
CHa AEMOHCTPUPYIOT U HejaBHUE UCCNeAoBaHuKs, NMPoBeaeH-
Hble B 93KOHOMWYECKMN pa3BMUTbIX cTpaHax. O conoctaBumom
C MOJTy4EHHOM B HallleM UccnefoBaHWK YacToTe UCMO/b30Ba-
HUS NOAYLIKKM AN1F CHa MageHueB (22%), MATKMX NOCTENbHbIX
npuHagnexHocten (38%), NO3ULMOHEPOB / rHe3 / cneuu-
anbHbIX ycTponcTB (11%), B MeHbllel cTeneHn — Gamne-
poB (6%) 3aaBWIM aBCTPaNnnCKMe nccnegosarenu [4].

B Typuun nopywka ana cHa AeTen NepBOro roga »Kus-
HW WUCMonb3yeTcs valwe — B 77%, Npu 3TOM MOAYLIKY,
KaK npaBufo, UCNONb3YOT MaTepy ¢ 06pa3oBaHUEM MeHee
5 net [21]. Pa3melleHne KpoBaTH MnajeHLa B OHON KOMHa-
Te psiAoM C poauTensamu conoctaBumo B LLBeuun (66%) [22]
n CLUA (oT 66 0o 92% cpeau MUCNaHONA3bIYHbIX MaTepewn
B 3aBUCMMOCTM OT CTPaHbl POXKAEHMA MaTepu) [23] n MeHee
pacnpocTpaHeHo B TaMCKUX cembsix (39%) [24]. Takxke cono-
CTaBMMa B amepuKaHcKomn (51%) [6] 1 WBeACKOW KoropTax
(oo 3 mec — 16%, ot 3 go 5 — 29%, ot 6 g0 8 — 36%,
oT 9 g0 12 mec — 43%) yactoTa cfnyvyaeB CHa MNaAeHuUeB
B Hebe3onacHOW No3e («He Ha ChnuHe») [24], Toraa Kak
B AMNOHCKMX ceMbsX [7] npeobnagaetr 6e3onacHas NpaKkTu-
Ka — «COH Ha crnuHe» (B No4tn 97% cny4aes).

OOHOBPEMEHHO C 3TUM MOXHO KOHCTaTMpoBaTb Bblpa-
YEHHYI0 BapuabenbHOCTb PacnpOCTPaHEHHOCTU COBMECT-
HOro CHa poauTenen ¢ MnageHuem — ot 7% B Bennko6pu-
TaHun [25] o 89% B WNHaAnKM [26]. MNMogo6bHO AAHHBLIM
Hawero wccnefoBaHusa, 6onblias pPacnpocTpaHeHHOCTb



(77%) coBMECTHOro cHa MNnageHLa B O4HOM KpoBaTtu ¢ poau-
TeneMm nokasaHa W B aBCTPaMMCKOM UccnegoBaHum [4].

Cnepyet otMeTuTb, 4To B CLUA pencTBylOT cTaHAapThbl
6e3onacHocTM Komuccum no 6e30nacHOCTU NoTpeduTenb-
ckux ToBapoB (Consumer Product Safety Commission,
CPSC), Be6-canTbl KOTOPOW PEKOMEHAYETCs M3y4aTb POau-
TeNnaM U MeAULMHCKMM paboTHUKaM, 4Tobbl y6eanTbes, YTo
[eTcKasi KpoBaTb COOTBETCTBYET TpebGoBaHusM 6e3onac-
HOCTU M He 6blna oTo3BaHa [1]. Hanpumep, B 2019 . CPSC
COBMeCTHO ¢ npousBoautenem Fisher-Price Bbinyctuna
3asB/ieHMe O MpeKpalleHMM pacnpocTpaHeHWs KPOoBaToOK
Rock ‘n Play Sleeper n3-3a cooblieHWA 0 cryd4asax cMepTu
MAafeHUEB, KOTOpble MPOM30WAM B AAHHOM MoAenu npu
nepeBopayYnBaHnn MnageHues [27].

MpeanKTOpbLI HE6E30MaCHOM opraHu3aLmum CHa

mnageHueB

Mo faHHbIM Halwero MccnefoBaHWs, CaMblM MOLLHbIM
NPEeAUKTOPOM COBMECTHOIO CHa C MajeHUeM aBnaseTtcs
HU3KUK goxod cembl. OAHOBPEMEHHO HamMu OTMEYEHO, 4TO
NoBbILIAeT BEPOSTHOCTb COBMECTHOIO CHa C MJIafieHLIEM ero
rpyaHoe BcKapmnuBaHue. ConoctaBumble pe3dynbTaTtbl Nony-
YyeHbl B aMepuKaHCcKoM [28], wBeackom [29] 1 aBcTpanui-
ckom [30] nccnegoBanusax. B uccnegoBaHuu, nposBeaeHHOM
B CaypgoBcKkow ApaBuu (2021 r.), NpOAEMOHCTPUPOBAHO, 4YTO
COBMECTHbIN COH ¢ pebeHKOM accoLnnpoBan ¢ 6onee BbICo-
KWUM ypoBHEM 06pa30BaHus Matepu [13]. STa cBS3b B HalLEM
nccnefoBaHMK NOATBEPXKAEHA He Obina. TakKe Hamu o6Ha-
py)KeHa HW3Kaa BEepOoSTHOCTb COBMECTHOrO CHa pebeHKa
B OAHOM KPOBaTW C POAUTENSAMU MPU eXefHEBHOM ynoTpeb-
JleHun ankorons B cembe. OGbACHEHUEM 3TOr0 MOXET ObITb
CO3HaTeNIbHOe OrpaHUYeHne MmaTepsiMm COBMECTHOMO C POAK-
TensiMm cHa pebeHKa B NPUCYTCTBMKU HETPE3BOTrO OTUA. Mbl He
KBanMduumupyem 3Ty accolmalmio Kak MMeoLLyto MPOTEKTUB-
HOe 3Ha4yeHue B MaaHe COBMECTHOro CHa W, B 6onee WKpo-
KOM MOHMMaHuu, B nnaHe npodunaktmkm CBCM, nocKonbKy
npueM ankorons poauTensiMmM pebeHka SBNSEeTCH YCTaHOB-
NeHHbIM daKkTopoM pucka CBCM [1].

[pyaHoe BcKapMauBaHwWe pe6GeHKa, acCoLMMpOBaHHOE,
Mo HalWMM AaHHbIM, C COBMECTHbIM CHOM MnafeHLua ¢ poau-
TensiMu, 6bi10 BKIIOYEHO M B MOAESb, MPEAIOKEHHYIO ame-
PUKaHCKUMK wnccnefoBaTensaiMu, WHTEPBbIOMPOBABLUMMMU
BbIMUCaHHbIX U3 FOCNUTANA POAMbHUL, B MepBble 72 4 npe-
6biBaHMA goma [11]. PUCK COBMECTHOrO CHa CHWXasncs npu
Hannynu y pebeHKa 3apaHee NOoAroTOBAEHHOr0 OTAENbHOro
cnanbHOro MecTa (KpoBaTKMU) U BO3MOXHOCTHU 06paTUTbCS No
TenedoHy 3a NOMOLLbIO K MEULIMHCKOW CecTpe.

BblaeneHHble B HacTosWeM MccnefoBaHnm TpU He3aBu-
CHMMbIX NPEAMKTOPa COBMECTHOMO CHa poauTenen ¢ MnageH-
LeM No3BOoNaAM NpeackasblBaTb HEXeNaTenbHY0 MPaKTUKY
opraHuM3aumn cHa pebeHKa C BbICOKOW YyBCTBUTENbHOCTbIO
N HWU3KOM CrneumdPpUYHOCTbIO, YTO YKa3blBaeT Ha MoTeHLuMan
NPUMEHEHUsI B KayecTBe MOAENU ANs CKpUHUHra. OgHaKo
cnegyeT NogYEPKHYTb, YTO 3Ta MOAENb JOSIXKHA NPOWTH aTan
BanvMaaunM M TONbKO MpM NOATBEPKAEHUM e€e MpaKTuye-
CKOWM LIEHHOCTM MOXET 6blTb PEKOMEHAOBaAHa y4acTKOBbLIM
BpayaM-negnatpam Afie CKPUHWHIa Ha 3Tane AopoAoBO-
ro naTpoHaxa O/ CBOEBPEMEHHOIO MPOBEAEHUsA PaboThl
¢ ceMben no npodunakTnke CBCM 1 mnageH4YecKkux cmepten
OT APYrMX MPUYMH, aCCOLMMPOBAHHbIX CO CHOM.

3AK/TIOYEHUE

HacTosiee uccnegoBaHmne BhiSBUIO, Y4TO HebesonacHas
opraHusauus MpoCTpaHCTBa CHa MajeHLeB Mpofo/KaeT
oCTaBaThCAA PacrnpOCTPaHEHHOW MPAKTUKOM B POCCUICKMX
cemMbsaX. PUCK HAXOMaAeHUs MiajeHLa BO BpeMs CHa B MOTEH-
LManbHO OMacHbIX YCIOBMAX, @ MMEHHO B OAHOW KpoBaTtu
C POANTENAMM, MOBBLILEH B CEMbSAX C HU3KUM [JOXOIOM U MPK

rpyaHom BcKapmanBaHuu. OTCyTCTBME €AMHOM HaLMOHasb-
HOWM NporpamMmbl Mo opraHmn3auunm 6e30nacHoOro cHa MaageH-
L|eB, OCHOBAHHOM Ha MpPUHLMNAX JoKa3aTenbHON MEAULMHBI,
C YETKUMU, 0653aTe/IbHbIMM K BHEAPEHMIO PEKOMEHAALMAMM
no npodunaxktnke CBCM pgenaet opraHn3aumio U KOopanHa-
LMo paboTbl MO CHUKEHWUIO MNAAEHYECKOW CMEPTHOCTU OT
ynpaBasieMblX NpU4MH meHee adbEKTUBHOM.

BbIPAXEHME NPU3HATEJIbHOCTH

ABTOpPbI CTaTbW BblpaxaloT NPU3HATENbHOCTb MaTepsm
MNageHUeB, COrnacuBLUMMCS MPUHATL ydyacTMe B onpoce,
a TaKXe Bpadyam-neguaTpaMm W Bpavyam-crneuuanucram
MEANLMHCKUX OpraHmM3auunin, oKasblBaloUMX MNEepBUYHYIO
MEeAMKO-CaHUTaPHYD MOMOLLb AETCKOMY HaCeneHuto ropo-
0B AKyTcKa, CbiKTbiBKapa, [eTpo3aBoacka, ApxaHresnbcKa,
CeBepoaBMHCKa, MPUHABLIMM y4acTUe B UCCNIEA0BaHMUMU.
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NMPUNOXEHUE
OnpocHUK «<be3onacHbi COH MiageHLua:
aHanu3 cutyauum Ha EBponeiickom ceBepe Poccumn»

1. Bospact matepwu (MoJHbIX 1ET Ha MOMEHT 0rpPoca)

2. (O6pasoBaHne maTepu (HayasbHoe oblyee (1-4 Knacca); 0CHOBHOe obuiee (5-9 KnaccoB); cpeaHee obujee (10-11 Knac-
COB); cpejHee creynasbHoe; Bbicllee (baKasiaBpuar); Bbicluee (Maructpatypa/cneunannTeT); Boicliee (acnupaHtypa/

opauHaTtypa); HeT 06pa30BaHMs)

3. 3BapeructpupoBaH 11 6paK? (ga; HeT; BOCNUTbIBalo pebeHKa ofHa; BOCIMUTbIBal0 pebeHKa C MyXeM)

4. BoaspacT oTua (M0/HbIX IET Ha MOMEHT 0rpPoca)

5. (O6pasoBaHue oTuUa (HavYasbHoe obujee (1-4 Knacca); ocHoBHoe obliee (5-9 KnaccoB); cpegHee obujee (10-11 Knac-
COB); cpejHee creynasbHoe; Bbicllee (baKasiaBpuar); Bbicluee (Maructpatypa/cneunannTeT); Boiclee (acnupaHtypa/

opauHaTtypa); HeT 06pa30BaHMs)
[Joxoa cembu (006Wmi B mecsil) (< 50; > 50 Teic. py6.)
EcTb 1 y pebeHKa oTaenibHas KpoBaTb? (4a; HeT)

N

KpOBaTb-MaHEeX; KPOBaThb-/110JIbKa)

OTMeTkTe BU[ KPOBATH (K1accHMyYeckas [epeBsiHHas; KpoBaTkb-KoJ/bl6e/lb; MPUCTaBHAas KPOoBaTb, KPOBaTb-TpaHchopmep;

9. [ae HaxoauTCcs KpoBaTtb? (B KOMHAaTte C POAMTENIAMM PSAOM; B KOMHAaTe C POAMUTENISIMU Y [MPOTUBOIMOIOKHON CTEHbI;

B OTAE/IbHON KOMHAaTe)

10. Wcnonb3yeTe M COBMECTHbIN COH C pebeHKOM (B OAHOM KpoBaTH)? (4a; HeT)
11. MoxeT nn pebeHOoK BO BPeMS AHEBHOMO CHa 6biTb pa3MelleH HE B CBOEW KpoBaTKe (HanpuMmep, Ha AMBaHe, Kpecne,

LLIE3I0HTe, 3IEKTPOHHbIX Kavyenax 1 ap.)? (4a; HeT)

12. MoxeT n1 pebeHOK BO BPEMS HOYHOrO CHa ObiTb pa3MelleH He B CBOEW KpoBaTKe (Hanmpumep, Ha AMBaHe, Kpecne,

LLIE3I0HTe, 3IEKTPOHHbIX Kavyenax u ap.)? (ga; HeT)

13. KaKow ucnonb3yeTte MaTpac? ()KeCTKUM; MATKUN; MPYXUHHbIN; 6ECTPYKUHHbIN; C CUHTETMHECKON HaBUBKOM; C HaTypaslbHOM

HabuBKOH)

14. Wcnonb3yeTcs N1 NofyllKa BO BpeMs CHa pebeHKa (B TOM Yucne optoneamyeckas)? (ga; Her)

15. Wcnonb3yeTcs N1 04essio BO BpeMs CHa pebeHKa? (ga; HeT)

16. YKpbiBaeTe pebeHKa ogesiioMm A0 YPOBHSA rpyau, NoaBopayvmMBas Kpas nojg matpac? (4a; Het)

17*. MpenmyuiecTBeEHHas no3a pebeHKa BO BPeMS CHa (COH Ha CriMHe; COH Ha BOKY; COH Ha XXUBOTe)

18. Wcnonb3yeTe nun Bbl 6angaxvH 1 6aMnepbl B KpoBaTke pebeHKa? (ga; HeT)

19. Hanuyue B KpoBaTKe: MATKUX UFPYLLIEK (4a; HET); OAEXAbI (4a; HET); NeNeHOK (4a; HeT)

20. Wcnonb3yeTe N1 Bbl cneuunanbHble NPUCNoco6aeHns 4s cHa (NO3MLMOHEP, KOKOH, CNabHbli MEWOK, Ap.)? (4a; HeT)
21. Wcnonb3yeTcs nu NycTbllKa pebeHKoM Mpu 3acbiNaHnn? (4a; HeT)

BckapmnuBaHue pebeHKa: rpyaHoe (Ha HacTosilee BpeMs; 40 __ MeCSALEeB); UCKYCCTBEHHOe (C Bo3pacTa __ MecsLueB);

KTo nonbadyetcs curapetamu (B TOM YUCE INEKTPOHHbIMW)? (MaThb; OTeL; POACTBEHHUKN; COBMECTHO MPOXKMBAIoLLME)

22. [llpoBeTpuBaETe M Bbl MOMELWIEHME NMEPe] CHOM? (ga; HET)
23. TlpoBeTpuBaETCsa N1 NOMELLEHME BO BPEMS CHA? (ga; HEeT)
24,
CMeLllaHHOoE (C Bo3pacTa ___ MecsLeB)
25. EcCTb /i1 B ceMbe Kypsawme? (ga; HeT)
26*,
27. EcCTb i1 B ceMbe ynoTpebnsioune ankorofb eXxegqHeBHO? (4a; HeT)
28%,

Ecnu Bbl OTBETUIIU «fla» HA NPEAbIAYLLIMI BOMNPOC, YKAXUTE KTO (MaTb; OTeLl; POACTBEHHUKM; COBMECTHO MPOXUBAIOLLME)

lpumeyaHune. <*> — y4yacTHWKM ONpPOca MOMK BbiGpaTb HECKOSIbKMX BapuMaHTOB OTBETA.
Note. <*> — respondents could choose several answers.
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0O6ocHoBaHHMe. HecMOTpsi Ha TO, YTO PACCTPOHCTBA M3 rPybl 1IEMKMX KOTHUTUBHbIX HapPYLLIEHWI LMPOKO pacrnpocTpaHe-
Hbl NpU CUHAPOME AepuunTa BHUMaHUsl U runepaktmBHoctn (CABI), usyyeHne MopgpoMeTpuyecKkmx napameTpoB Mo3ra
y Aeten npu KomopbuaHbix CABI nerkmx KOrHUTUBHbIX HapyLLEeHUSIX elle HUrge He nposoguiock. Llenb nccnegoBaumns —
onpeaennTb n NPOBECTU CpaBHUTE/bHbIN aHan3 MP-mopgpomeTpudecknx napameTpoB mo3sra y geten ¢ CABI B 3aBucH-
MOCTH OT HaJIn4ns UM OTCYTCTBMSI COMYTCTBYIOLMX PACCTPOMCTB M3 rPyMrbl JEFKUX KOTHUTUBHbIX HapyleHui. MeTogbl.
Y4yacTHUKn — getm B Bo3pacte 7—-8 neT, 06begnHeHHbIe B 4 rpynnbl: cTpajatowme CABI 6e3 KoMopbuaHOM NaToorum
(KN), CABI ¢ nerknmu KorHMtuBHbIMuM Hapylwenuamu (JIKH), JIKH 6e3 CABI n 3qopoBbie aetn. Becem yd4acTHMKam npoBo-
AMINCb MarHUTHO-PE30HaHCHas ToMorpagusi ro10BHOro Mo3ra v nocjegytouias MopGOMETPUSI C MOJYHEHNEM KOMYe-
CTBEHHbIX MapaMeTPoOB KPYMNHbIX CTPYKTYP rOJI0BHOrO MO3ra, U3BUMH KOPbl 6O/bLIMX NOAyLWapui, NOJKOPKOBLIX SA€ep,
MO3)Ke4YKa M 6OKOBbIX )Keyg04KkoB. PesynabTaTtbl. O6¢cniegoBaHo 90 geten. B rpynne CABI ¢ JIKH BbisiBIeHO JOCTOBEPHOE
CHUXKEHME 06BbLEMOB XBOCTaThIX S/€p C ABYX CTOPOH M MMIMOKaMra crpaBa, a TaKKe CHUXeHne 06beMOB KOpPbI MpaBbix
BEPXHETEMEHHOM M cyrpamMapruHaibHONU U3BUIMH U nojtoca J1o6Hon goan. B rpynne CABIT 6e3 Kl BbisiBAeHbI Apyrue
N3MEHEHUS: CHUXKEHME 06beMa CKOPJyrbl C ABYX CTOPOH M Tajsamyca C/eBa, yBEIUYEHUE 0ObemMa LEeCTU M CHUKEHUE
06beMa KOPbI YETbIPEX U3BUJIMH, MICTOHYEHME KOPbI YEThIPEX U3BUJIMH MPU YTONLLEHUU KOPbI OHOH M3BU/INHBI, YBEINYEHUE
006beMOB YeTbipex Aosiek mosxeydKa. [pu JIKH 6e3 CABI BbisiBeHbI IBYCTOPOHHEE pacluMpeHne 60KOBbIX XKey[J04YKOB,
CHUXKEeHME 06bEMOB MpPaBoro 6/1eHOrO Wapa v KoOPbl CEMU U3BUIUH, MPENMYILIECTBEHHO MPaBOCTOPOHHMX, a TaKKe CHU-
JXeHne 06bEMOB YEThIPEX [0/IEK MO3KeYKa. [Tpsamoe cpaBHeHne Mexay AByMs rpynnamu CLABI noka3aso BbipaxEHHbIE
pasinyusi BraoThb 4o 6osee HM3Koro B rpynne CABI ¢ JIKH ToTasibHOro o6bema KOpbl rO/I0BHOIO MO3ra C BK/IOYEHUEM
KOpbI MATH 1€BOMNOJYLIIAPHbLIX M CEMM MPaBOMONYILIAPHbIX M3BUANH. YdacTHmnku rpynn CABI, B oTanMYnMe oT HOPMbI M rpyri-
nbl JIKH 6e3 CABI, He JeMOHCTpMpPoBa n BO3PACTHOrO ANHaMUYECKOIr0 CHUXEHUS 06bEMOB KOPbI 60JIbLIMX MOJyLapHA.
3aknwyenne. [ns CLABI xapakTepHO OAHOBPEMEHHOE Ha/M4yue [BYX NaToreHeTUYECKMX MPOLIECCOB: HEAOPa3BUTUS
OQIHMX OTAE/I0B KOpbl BO/bLUNX MOSYLapUi 1 3a4EPKKN BO3PACTHbIX M3MEHEHUH Apyrux otaenoB. Mexxay CABI 6e3 KI1
n CABI ¢ JIKH BbisiBAI€HbI CyL{€CTBEHHbIE Pa3/inyusi MOPPOMETPUYECKMX NapaMeTpoB, YTO npeanoaaraet AnpoepeHLm-
POBaHHbIM MOAX0A K IEYEHUIO TaKMUX MaLMEHTOB M NePECMOTP MOAX0A0B K OpraHm3aLmnn MoppoMeTpUYECKUX nccaeqoBa-
Hur mo3ra npu CABI. YBennyeHne 60K0BbIX Kenyao4KkoB npu JIKH MoxeT cB1AEeTe/IbCTBOBATL O BK/aje nepuHataibHOMN
naTos1I0rMm B 3TMOJIOMMI0 3TUX COCTOSTHMHA.

KnroyeBbie cnoBa: moppomeTpusi mosra, CABI, nerkme KorHutnBHble HapyleHus, aeti, CABI n KoMop6UAHbIE COCTOSIHMS,
CTpyKTypHas MPT
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KypakuHa M.A., ObsiyeHko B.B., lMNosanseBa W.A., borgaHoB E.B., PbikyHoBa A.W., BuwHeBa E.A., KantykoBa E.B.,
OdeHamnena K.E., HamasoBa-bapaHosa J1.C. CTpyKkTypHas MopdOMEeTPUS roIOBHOro Mo3ra y leTe ¢ CMHAPOMOM aebuunta
BHUMaAHMUS U TMNEPAKTUBHOCTA U KOMOPOUAHBIMU NETKMMW KOTHUTUBHBIMWU HapyLleHUsMWU. Borpockl cCoBpeMeHHOM neam-
arpmmn. 2024;23(6):466—-482. doi: https://doi.org/10.15690/vsp.v23i6.2838




OBOCHOBAHME

3a nocnegHve OBa AecATUNETUS HEMPOBU3yanu3alu-
OHHble MCCnefoBaHUS BbIABUIM MUKPOCTPYKTYPHbIE U3Me-
HEHWUs MO3ra npu LenoMm psge ncuxmaTtpuyeckux U HeBpo-
Nornyecknx 3aboneBaHuMn: WKU30DPEHUNAX, AENpeccusix,
cuHapoMe geduumnta BHUMaHUA n runepaktusHocTtv (CABI),
06CEeCCMBHO-KOMIMY/IbCUBHbIX PACCTPOMCTBAX, MAaPKUHCOHMU3-
M€, UHCYNbTax, XPOHUYECKOM 601u 1 apyron natonoruu [1, 2].
3T HoBble pe3ynbraTbl OblIM MOAy4YeHbl Gnarogapsi BHe-
[APEHUIO B HayKy METOA0B MOPPOMETPUYECKUX U3MEPEHUN
MarHUTHO-pe30HaHCHbIX (MP) n3o6pa>KeHni rofioBHOro Mo3-
ra — MP-mopdomeTtpun. MP-MopdomMeTpua 3akntoyaeTcs
B KOJIMYECTBEHHOW OLEHKE KOMMbIOTEPHbIM MPOrpamMMHbIM
obecneyeHnem pa3MepoB npeactaBieHHbiXx Ha MP-n306-
pPaXeHUsIX MaKPOCTPYKTYp (06beMbl 6eforo, ceporo Kop-
KOBOro M MOAKOPKOBOIO BELWECTBA M MNP.) U MUKPOCTPYKTYP
(06bEMbI U TONLMHBI KOPbl U3BUWH, NI0LWaAb NOBEPXHOCTH
WU3BWUIMH, 06beMbl MOAKOPKOBLIX A4ep U np.) mosra [3, 4].
Ncnonb3yemas TpaguLMOHHO B KIMHUKE 0630pHas OueHKa
MP-n306paxKeHuih Mo3ra He crnocob6Ha BbIMNOHUTL 3ajaa-
4yu, pewaemble MP-mopdomeTpren. C Te4eHMeM BpeMEHMU
¢ nomouwbto MP-mopdomeTpun 6biin BbISIBAEHbI MWKPO-
CTPYKTYPHbIE W3MEHEHWs Mo3ra Mnpu HEWPOMCUXMYECKMX
COCTOSIHUSIX, PaAHEE CYUTABLUMXCS «HEMbIMW» A8 METOAOB
HEeMpoBM3yann3auuun, B TOM Yncie U ans 0630pHOM OLEHKH
MP-n306pa>keHnin ronoBHOro Mo3sra. [lofiydeHHble nyTem

3TUX UCCNeaoBaHUM 3HAHUS AatoT HOBOE MOHWMaHWe nato-
reHesa LWMPOKO PacnpoCTPaHEHHbIX NCUXMATPUYECKUX 3a60-
NIeBaHUN U paccTPOMCTB pa3BUTUS HEPBHOW CUCTEMBI.
[ocTtaToyHO 60/blIOE KOMYECTBO MOPPOMETPUYECKMX
necenegoBaHnm moara noceaweHo CABI, v 601bLMHCTBO U3
HUX NMOKa3blBalOT aHOMaNbHYIO CTPYKTYpy modra npu CABI, Ho,
HECMOTPS Ha 06MINE HaxXOAoK, MX pe3ynbTaTbl HEOAHOPOAHbI
[4—6]. B 4yacTHOCTM, pacxoasaTcsl KOPKOBbIE 30Hbl JOKaiu-
3alUuMi: Yalle M3MEHEHMS OTMevaloTcs B JIOOGHOM (B nepsyto
oyepenb, AopconatepanbHOM W BeHTponaTtepanbHOW, npe-
GpoHTanbHON U OPOUTODPOHTANIbHOM), TEMEHHOW, NEpeaHEN
NMOSICHOM M 3aTbIIOYHOM KOpe, XOTS PErNCTPUPYIOTCA U Apyrve
NIOKanun3aunu, BKIoYas BUCOYHY0 Kopy [5—7]. MmetoTcs npo-
TMBOPEYMBbIE AaHHbIE O HANMMYUMU MW OTCYTCTBUM CHUMKEHMS
06WMX 06bEMOB U TOMLMH KOPbl 60/1bLIMX NOAYLIAPWUA FON0B-
HOro MO3ra: OfHW UCCNEeA0BaHNS NOKa3bIBAIOT permoHanbHoe
MU obllee CHWXEHWe TONWMH unn o6bemoB Kopbl [8-11],
TOrga Kak gpyrue He AemMoHcTpupytoT atoro [12, 13]. bonee
TOro, B page paboT NoKasaHbl NPOTUBOMOIOKHbIE pe3ynbTa-
Tbl — YBEMYEHUE TONLWMHbI MK 0OGBEMOB OTAENbHbIX PErmo-
HOB KOpbl 60MbLWKWX NOAYLWaPUK, NPUYEM HE TONbKO Yy AETEH
[14-17], Ho 1 y B3pocnbIx [18, 19]. Mpeanonaraetcs, 4To Npu-
YMHOWM PA3HOPOAHOCTH PE3YNLTATOB MOryT ObiTb METOLONOMM-
YeCKMUe PacxoXKAeHUs B NONy4eHUM N306parKeHnin, obpaboTKe
[JaHHbIX M306paxKeHUN M KX cTaTUCTUYEeCcKOM aHanuse [20],
OTHOCUTENbHO BbICOKUIM cpeaHui 1Q y neten ¢ CABI B 6onee
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Structural Brain Morphometry in Children with Attention Deficit
Hyperactivity Disorder and Comorbid Mild Cognitive Impairments

Background. Even though mild cognitive impairments are common in patients with attention deficit hyperactivity disorder (ADHD), there are
no studies of morphometric brain parameters in children with ADHD and comorbid mild cognitive impairments. Objective. The aim of the
study is to determine and perform comparative analysis of MR-morphometric brain parameters in children with ADHD depending on the
presence or absence of comorbid mild cognitive impairments. Methods. Participants are children aged from 7 to 8 years with ADHD without
comorbid pathology (CP), ADHD with mild cognitive impairment (MCI), MCI without ADHD, and healthy children. All participants underwent
brain magnetic resonance imaging followed by morphometry to obtain quantitative parameters of large brain structures, cerebral cortex gyri,
basal ganglia, cerebellum, and lateral ventricles. Results. 90 children were examined. ADHD with MCI group has shown significant decrease
in the volumes of caudate nuclei bilaterally and hippocampus on the right, as well as decrease in the volumes of right superior parietal gyrus,
supramarginal gyrus, and frontal cortex. ADHD without CP group has shown different changes: decrease in the volume of putamen on both
sides and thalamus on the left, increase in the volume of six and decrease in the volume of the cortex of four gyri, cortex thinning of four gyri
with cortex thickening of one gyrus, volume increase of four cerebellar lobules. MCI without ADHD group has shown bilateral enlargement of
lateral ventricles, decrease in the volume of right pallidum and seven gyri cortex, mostly on the right side, as well as decrease in the volume
of four cerebellar lobules. Direct comparison between the two ADHD groups has shown significant differences up to lower total cortex volume
with 5 gyri of left hemisphere and 7 gyri of right hemisphere in the ADHD with MCI group. Participants of ADHD groups compared to healthy
individuals and the MCI without ADHD group did not show any age-related dynamic decrease in the volumes of cerebral cortex. Conclusion.
ADHD is characterized by parallel presence of two pathogenetic processes: cerebral cortex hypoplasia and delayed age-related changes in
other areas. Significant differences in morphometric parameters were revealed between ADHD without CP and ADHD with MCI. It suggests
individual treatment for such patients and revision of approaches to morphometric brain studies in patients with ADHD. Enlargement of
lateral ventricles in MCI may indicate the effect of perinatal pathology on these conditions’ etiology.
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OpuruHanbHas cTaTbs

no3aHMX nccnenoBaHusx [4], a TakKe pasnvyuus B pasmepe
BbIGOPOK M KIMHUYECKasa HeoaHopoaHocTb CABI [6].

B cuny Toro, 4to addeKTbl U3MEHEHU MOPPOMETPUYECKMX
noKasaTenen obbl4HO HEBENUKMU, Hanbosiee NPoayKTUBHbIMMU
ABNSAOTCA MoOpdOMETPUYECKME MCCnefoBaHns ¢ 60/bLLUMMMU
pa3mepamu BblGOPOK, KOTOpble, KaK NpaBuao, AOCTUKUMbI
B Clydae MeXAyHapoAHblX Konnabopauun c arperauuen
60nblWOro MaccmBa AaHHbIX [2, 3, 20]. B aToM OTHOLWEHUH
HanbosbLIEro BHUMAHWUS 3acCnyKMBaET KpynHenllee uccneno-
BaHWe, NPOBeAEHHOE MO 3rMAoN MEeXayHapoaHOro Hay4YHOro
KoHcopumyMa ENIGMA, B KOTOPOM M3y4anucb CTPYKTYPHblE
napameTpbl MO3ra y B3pocnbix U aeten [7]. [leTcKas BbliGop-
Ka coctaBuna 1081 yyactHuka ¢ CABI n 1048 — rpynnbl
KOHTpons B Bo3dpacte 4—14 neT, oHa 6blna chopmupoBaHa
36 nccnepoBatenbCKMMK rpynnamm n3 10 cTpaH.

MccnegoBaTtenbcKkas rpynna, npeactaBneHHas aBTopamu
OaHHOM Ny6nuKauuu, TakXKe MNpuHMMana yyactme B 3TOM
uccneaoBaHMKM, NPefocTaBUMB AN MeraaHanu3a pesynbra-
7ol MP-mopdomeTpun poccumckon Koroptbl aeten ¢ CABI
M KOHTPObHOM rpynmnbl 340POBbIX Y4aCTHUKOB.

OcHOBHOW pe3ynbTaT JaHHOW paboThbl 3aK/I04aETCs B TOM,
yto y geten ¢ CABI o6uwas nnowaab NOBEPXHOCTU KOPbI
60nbLlIKX NOoNyLWapKK, a TakKKe naowanb NoBepxHocTn 24 3
34 13BUAKH MO3ra (B NOGHbLIX M BUCOYHbIX AONSAX, MOSACHbIE
M3BWUAWHBI) OblIM MEHblUe, YeM Yy AeTen rpynnbl KOHTPOASA
(peaynbTaTbl CKOPPEKTUPOBAHbLI C Y4ETOM BAMSHMS BO3pac-
Ta, Nofa u BHYTpMYepenHoro o6bema). Kpome Toro, y aetemn
¢ CBI" 6bina o6Hapy*KeHa MeHbLUas ToMLWMHa KOpbl FOSI0BHO-
ro Mo3ra B 06/1aCT1 NONOCOB BUCOYHbIX AONEN N BEPETEHOOO-
pa3HbIX M3BWIUH (pe3ynbTaTbl CKOPPEKTUPOBAHbI C YY4ETOM
BAUAHWS BO3pacTta W nona). Npu 3TOM He 6blIO NOAYYEHO
KaKux-TMbo 3aBUCUMOCTEN MOPPOMETPUYECKMX NapamMeTpoB
OT ypoBHSA 1Q, HanMuna MAM OTCYTCTBUSA KOMOPOUAHbLIX pac-
CTpOMCTB (OMMNO3MLMOHHO-BbI3bIBatOLLEE PAaCCTPOMCTBO, Tpe-
BOXXHOE PaCcCTPOMCTBO, PacCTPOMCTBO HACTPOEHMS) U Bblipa-
KEHHOCTM CUMMTOMOB HEBHMMATENbHOCTH.

310 wnccneposaHne ENIGMA cTano obwenpuaHaHHbIM
M UMTUPYETCS BO BCEX TEMATUYECKMX o63opax. [ns Halewn
nccneaoBaTebCKOM MPynmnbl y4acTMe B HEM CTano MepBbiM
aTanomM nadyyeHus mopbomeTpuyeckux napamerpos CABI.

Ha BTOopom 3tanme Hala uccnegoBaTenbCcKkas KoMaHia
pewwnna uccnegosatb 7€ MopdoOMeTpUYeckne HioaHcbl CABI,
KOTOpblEe MOryT GblTb HE BbISIBAEHbI B CUTy CBOEN CNELUPUKH
KPYNHOKOrOPTHbIMK MCCNefoBaHWsAMK. B 4acTHOCTK, BKIOYe-
HWE B KPYMHOKOrOpTHbIE UCCNEA0BAHUS YHaCTHMKOB U3 pasHbIX
CTpaH M OT pa3HbIX UCCIeA0BaTENbCKMUX FPYMN 3aTPYAHAET y4eT
KIMHWYECKMX AeTanen, YyBCTBUTENbHbIX K CTaHAAPTU3aLMN.

CornacHo Hallewn runotese, Hey4eT npyu MopdOMETPUYECKUX
ncecneaoBaHusX Hannuus y ydactHukoB ¢ CABIT KOMOp6UAHbIX
JIErKMX KOTHUTUBHBbIX HapyLieHnn (JTKH) MoXXeT nckaxatb UCTUH-
HYIO KapTy MUKPOCTPYKTYPHbIX MBMEHEHWI MO3ra, XapaKTEPHYIO
ons CABI. MNMoaToMy 6bI710 3annaHUpOBaHO MPOBECTU UCCeno-
BaHWe C LeNblo YTOYHEHMS BKNaaa COMyTCTBYIOLLEH NaTonorMm
¢ JIKH B MmopdomeTpuryeckne napameTpbl moara npu CABI.

CoctosaHusa us rpynnbl JIKH yacTto conposoxaatot CABI:
cneunduryeckne paccTponcTea pedu (aucdasuun pasBu-
TMa) — B 50-90% cnyyaes [21, 22], gucrnpakcum — npwu-
MEPHO B TPETH C/ly4aeB C y4ETOM NOrpaHmnyHbIX PacCTPONCTB
M B 17,9% — 6e3 y4yeTa NorpaHW4HbIX paccTponcts [23],
oncnekenn — B 25-40% cnyvaes [24, 25] n BmecTe auc-
nexkcuu, gucrpadun n guckanbkynum — B 45% cnyvaes [25].
CyMMapHO, N0 caMOW OCTOPOXKHOW OLEHKE C y4eTOM BbICO-
KOW BHYTPUrpynnoBon KomopobuaHoctu mexay JIKH, MoxKHo
NPeanofioXunTb, 4To, Kak MuHumym, 50% cnyvyaes CABI
COMPSXKEHbI C KAKUM-NTMB0 cocTossHWEM U3 rpynnbl JIKH.

Mexagy Tem 3a nocnegHee Bpems nopsaka 15 mopdo-
METPUYECKUX UccnegoBaHum gucnekeunn [26—28] n 20 ncene-

[0BaHUM cneumduyYecKmx paccTponcTB pedn [29—-31] noKasbl-
BalOT T€ WUSIM UHblE MMKPOCTPYKTYPHbIE MBMEHEHUS MO3ra Mnpu
3TUX COCTOSIHMSX. B TOM uucne umeloTcs TpU HeWpoBM3yanu-
3alMOHHbIX UCCneaoBaHns AUCNEeKCenn, KomopbuaHbix ¢ CABI,
KOTOpble MOKa3anun HaMumne Kak 06LMX, TaK 1 padnnyatoLmxcs
pernoHanbHbIX KOPPENaToB Ana avcnexkcum u CABI [32-34].

Taknm 06pa3oM, Halla runoTesa o BaxKHoCTH yveTa JIKH
npu mopdpomeTpuyeckmnx nccnegosanusax CABI 6asunpyerca
Ha ABYX QaKTax: CBMAETENbCTBAX O MUKPOCTPYKTYPHbIX MO3-
rOBbIX UBMEHEHUAX NpK oTaenbHbIX JIKH 1 BbICOKOM KOMOp-
6unaHoctn JIKH n CABI.

CpaBHUTENbHbIA CTAaTUCTUYECKUIM aHanu3 pesynbLTatoB
MP-mopdomMeTpmn y oeten oCnoxHeEH HEOBX0AMMOCTbIO NPo-
BOAMTb KOPPEKLUMIO C y4eTOM Bo3pacTa, TaK Kak B Hopme
HayMHas ¢ JOLKONAbHOro BO3pacTa cepoe U 6enoro Belle-
CTBO npeTepneBaeT AUHaMU4eckne nameHeHums [35, 36]. 3to
3aTPYAHSET U MHTEPNPETALMIO AAHHbIX.

B cBA3K C 3TUM AN9 UCKIIYEHUS BAWSHUS BO3PaCTHO-
ro AMHamMun4yeckoro ¢daktopa Ha [JoKa3aTenbCTBO Hallewn
rMnoTesbl 6bl0 PELIEHO COCPEefOTOYUTLCS Ha OAHOPOAHOM
BO3pacTHOM cpese: 7—-8 net. K ocHoBHOMY napameTpy
B 3anflaHMpoBaHHOM MCCNefOBaHWW OTHECNW He naowanb
NOBEPXHOCTU KOpbl, @ ee 06beM KaK 60nee KOMMIEKCHbIN
nokasaTefnb, B KOTOPOM MJoLWaAb MOBEPXHOCTU sBASETCS
NNLWb OJHOM N3 COCTaBHbIX YacTen.

3a nocnegHue roapl Ctano o6LEenpPUHATLIM KOPPEKTUPOBaTb
pe3ynstatbl MP-MopdOMETPpUYECKMX UBMEPEHNIK 06 BEMOB MO3-
rOBbIX CTPYKTYP C MONPaBKOM Ha 06beM BHYTPUYEPENHOM MOosOo-
CTU UK 06wmm o6bem moara [20, 36]. [lencTBuTeNbHO, 06bEMBI
CTPYKTYP MO3ra Hanpsimyio 3aBUCHT OT ero obuiero pasmepa,
M NO3TOMY CpaBHEHWEe abCoMOTHbIX 0OBEMOB CTPYKTYP MO3ra
C pasnMyaoLMMnUCT pasMepamm ronoBbl HEKOPPEKTHO.

B cBfI3M C 3TMUM B KayecTBe OCHOBHOro MokasaTens
OblN1 UCMOSIb30BaH OTHOCUTE/IbHbIN OOGbEM CEpPOro Belle-
CTBa U3BUIWH, MOAKOPKOBbLIX A4EP W APYrMX CTPYKTYP Mo3ra
B nepecyeTe Ha 06K 06 bEM BHYTPUYEPEMHON NONOCTU (TaK
Ha3blBaeMbli NMPOMNOPLMOHaNbHbIM MEeTo4 KoppeKuun [37]).
TakXe B KayecTBe NnokasaTens 6biia UCnosib30BaHa ToNLWMK-
Ha KOpbl FOJIOBHOMO MO3ra Kak cyuTalowascs ctabuibHOM
BE/IMYMHON, He 3aBucsalas oT obuero obbema 4epena
[20, 36] 1 noTomy, B OT/IN4ME OT OTHOCUTENBHOrO 06bEMa,
cB0O60OAHAsA OT BO3MOXHbIX UCKaXXEeHWM NPU AOMNONHUTENBbHOM
KoppeKTupoBKe. Eule ogHON 0COBEHHOCTbIO MCCNeaoBaHUA
SIBNSIETCA U3YYEHWE CTPYKTYP He TONbKO 6OMbLUMX nosylla-
pUIM FONOBHOIO MO3ra, HO U MO3Xe4Ka, 4To B 60/1ee paHHUX
KPYMHbIX MCCNeaoBaHusAX He NpoBoannochb. HakoHel, 6bi10
3annaHUPOBaHO BKIOYEHWE B MCCNedOoBaHWE Y4acCTHUKOB,
npoXuBawlWmnx B MOCKOBCKOW arnomepauuum, 4To npea-
nonaraeT OnpefeneHHyl0 COLMOKYNLTYPHYIO OAHOPOAHOCTb
BbIGOPKM MO CPaBHEHWUID C MYAbTULLEHTPOBLIMKU MCCNefo-
BaHMaMU. B gaHHOM ny6nuKauum npeactaBieHbl NepBble
NPOMEKYTOYHbIE pe3ynbTaTbl MPOBOAMMOr0 UCCAeA0BaHMS.

Llenb uccnepoBaHua

Llenb nccnegoBaHns — onpegeneHne U CPpaBHUTENbHbIN
aHanna MP-MopdoMeTpUYECKMX NapamMeTpPoOB MO3ra y Aeten
¢ CABI' B 3aBMCUMOCTMN OT HaNWYUsA UK OTCYTCTBUSA COMyT-
CTBYIOLLMX PacCTPOMCTB 13 rpynnbl JIKH.

METOAbI

Aun3aiH uccnegoBaHus

MccnepoBaHne daBngetTca HabnatogatenbHbIM OAHOMO-
MEHTHbIM MPOCMNEKTUBHbBIM NaHENbHbIM.

YcnoBus npoBeaeHUs uccnesoBaHus
Habop y4acTHMKOB OCYLIECTBAANCS B KOHCY/1bTaTUB-
HO-OMarHocTu4yeckoM ueHTpe HUWM neguatpum u oxpaHsbl



3nopoBbs aetern HKLL N°2 &rbOY BO «PHLX um. akag.
B.B. MNetposckoro» (r. MockBa).

UccnepoBaHue nposoautca ¢ gHBaps 2022 r. no HacTo-
auee Bpemsa. O6cnegoBaHWe Y4aCTHUMKOB MPOBOAMIOCH
B MHTepBane oT 1 AHA A0 3 MeC C MOMEHTa BK/Ye-
HUS B UccrnegoBaHue. B HacTosuen nyénMkaunn cobpaHbl
pesynbraThl y4aCTHUKOB, 06C/Ie0BaHHbIX C MOMEHTa Havana
nccnenoBaHus no nionb 2024 r.

Kputepuu cooTBeTcTBUSA

Kputepumn BKioyeHus

O6lyme Kputepun BKIOYEHWS AJ11 BCEX PYyrn yd4acT-
HMKOB: BO3pacT OT 7 net 1 aHa o 8 net 11 mec 29 aHen
BK/IOYUTENbHO B MHTEPBane OT MOMEHTa BK/OYEHUS [0
3aBeplieHns obcnefoBaHus; NpoXKuBaHuMe B . MoCKBe
unn B MOCKOBCKOM 061acTH; 3anofiHeHHOe M NoANMCaHHoe
3aKOHHbIMW MpeacTaBUTENAMW AeTEN WUHPOPMUPOBAHHOE
[06pOoBO/IbHOE cornacue B GymarkHon dopme.

JononHUTeIbHbIE KPUTEPUM BKITIIOYEHMSI B OCHOBHbIE rpyn-
nbl (natosormm): Hanudne y pebeHka CABI n/vnu ogHoro
WKW HECKONbKUX paccTponcts m3 rpynnbl JIKH (ancdaszus
pasBuUTUS, AUCNPaKCKUs, AMCNEeKeus, aucrpadus, cneumduye-
CKO€E pacCTPOMCTBO apnUPMETUYECKNX HABbIKOB, CMELLIaHHbIe
cneundUYecKme paccTpomncTBa NCMXonorMyecKoro pa3BuTns).

[ns BCcex KaHAMAATOB K BKIOYEHMIO B OCHOBHbIE TpyMMbl
BeprdUKaLMs AMarHo30B, CyKallMx OCHOBaHUEM K BKtOYe-
HWIO B UccnegoBaHune, NpoBOAMIAaCh B COOTBETCTBUM C KpUTE-
pusamn MKB-10 no pesynbrtatam 0CMOTpa HeBposora ¢ 06s3a-
TENbHbIM MOATBEPKAEHMEM COOTBETCTBYIOLMX KOFHUTUBHbIX
HapylweHun (ans HeBHMMaTenbHoro TMna CABI — ¢yHKuMK
NPOW3BONIbHOrO BHWMaHUS, AN UMMNYJIbCUMBHO-TMMEPaKTUB-
Horo Tmna CABI — QyHKUMKU TOPMOMXKEHUS MMMNY/bCOB, AN
KOMOWHWPOBAHHOIO TUMNa — 06eunx aTnx GyHKUMK, ang aucda-
31U Pa3BUTUA — DYHKLMIK peyu, AN gucrnpakcmm — GyHKUMK
npaKkcuca, gns AUCNeKCcUn — OYHKUKUKM YTEHUS, ANs Aucrpa-
GUM — PYHKUMU MUCbMEHHON peyun, AN AUCKaNbKyInMu —
QYHKUMKN cyeTa U apuPMETUYECKUX AENCTBUM, AN CMELlaH-
HbIX PACCTPONCTB — HECKOJIbKO M3 NEPEYUCTIEHHDBIX U APYruX
KOTHUTUBHbIX GYHKLMI) N0 pedynbTataM BbINOSHEHUS Cneum-
annM3MpoBaHHbIX TECTOB MPW TECTMPOBAHWMU HEMPOMNCUXOSO-
rom u noronegom. [ns noatBepxaeHus cumntomoB CABI
ncnonb3oBanca onpocHMk ADHD RS-IV. Ons McKoYeHus
WHTENNEKTYaNbHOW HEeOOCTaTOYHOCTM (YMCTBEHHOW OTCTaNo-
CTW) BCEM KaHAMAaTaM K BKIIOYEHWIO MPOBOAMNOCH TECTU-
poBaHue nHTenneKta no Bekcnepy. [na UCKIOYEHUS APYrKX
NCUXMATPUYECKMX ANArHO30B HEBKIIIOYEHMS B UCcefoBaHWe
npoBOAMNAaCch KOHCYNbTaLMa ncuxmuaTpa.

L0nonHNTENbHBIE KPUTEPUM BKIKOYEHMS B rPYMNy KOHTPO-
515 (YC/TIOBHO HEBPOJIOMMYECKU 3[0POBbIE [ETH): OTCYTCTBUE
}anob pogutenen/yyntenen/BocnutaTener Ha TPYAHOCTU
y4ebHOMN/No3HaBaTelbHON AeATENbHOCTU U Ha NpobremMHoe
noseaeHve pebeHKa; OTCYTCTBME pe3nayasibHbIX HEBPOIOru-
YECKMX CMMMTOMOB MpW UCCNeAoBaHWM HEBPOIOrMYECKOr0O
cTaTyca HEBPOJIOrOM; OTCYTCTBUE OPraHUYECKUX U YHKLMO-
HanbHbIX HEBPONOrMYECKUX 3abofieBaHMW (BKIOYas TUKM,
3HYpe3, U30/IMPOBAHHbIE AN3APTPUN, AUCNANUN, PETYISPHbIE
ronoBHble 60K, HapyLWEeHWS CHa, NapOKCU3MalbHble COCTO-
AHWS WM ApyrMe natoNorMyecKue COCTOSIHUSA), YMCTBEHHOM
OTCTaNnoCTH, PacCTPONCTBA ayTUCTMHECKOro CNeKTpa, Apyrmnx
NMCUXMYECKMX PaCCTPONCTB; OTCYTCTBME XPOHUYECKUX UHBA-
NNMONSUPYIOLLIMX COMATUYECKMX 3a60/1eBaHUN.

Kputepumn HeBKOYEHUS

Kputepum HEBK/IIOYEHMS B OCHOBHbIE TPYMMbl: Hanuine
KaKoro-nnm6o M3 crneaylowmnx pacCcTPonMcTB — OpraHUYecKux
HEBPOSIOrMYecKMx 3abonieBaHuUM, YMCTBEHHOM OTCTaoOCTH,
paccTponcTBa ayTUCTMYECKOro CMeKTpa, OMMO3ULMOHHO-

BbI3blBalOLWEro paccTponcTea, 06CecCUBHO-KOMMYSIbCUBHO-
ro paccTponcTBa, APYruX NCUXMYECKNX PAcCTPOMCTB.

LieneBble NnoKa3zarenu uccnegoBaHus

OCHOBHbI€E NMOKa3aTe/In HCCef0BaHHUs

OcCHOBHble NoKa3aTenun UCCNeaoBaHUS — pPasnnynsa Mex-
Oy rpynnamu cnegyrowmnx cpegHnx MP-mopdpoMeTpuyecKnx
napameTpoB: BHYTpPMYEpPeENnHONM O6bEM; OTHOCUTENbHbIE
06beMbl KOpbl 60/1bWXX NOMyWapui roI0OBHONO Mo3ra, nog-
KOPKOBOro Cceporo Belwectsa 60/blUMX Nonywapum, 6enoro
BelwectBa 60/blUMX MNOAylWlapU FONOBHOMO MO3ra, AONeK
MO3}euKa, 6OKOBbIX XeNyJ04YKOB, KOpbl Kaxaon u3 34 u3Bu-
NIMH OTAENbHO [15 MPaBOro W JeBOro nosywapus Moara,
6a3asibHbIX NOAKOPKOBLIX AAEP KarKAoro U3 60MblKnX Nony-
Lapui; abCoOTHOM TONLMHbI KOPbI Kaxkaow 3 34 n3BuanH
0TAeNbHO A4/19 MPaBoro U NEeBOro nonylwapus mosra.

HononuutenbHble NoOKa3aTenu ncciefoBaHus

[ononHuTenbHble NoKa3aTenu uccneaoBaHua — pasnu-
4us BbllleyKa3aHHbIX MP-MopdoOMETPUYECKMX NapamMeTpoB
Mexay HopMoKr M obbeanHeHHow rpynnon CABI; Koppens-
LM C BO3PaCTOM BHyTpUYepenHoro o6bemMa, abCosoTHbIX
M OTHOCHUTENIbHBbIX 06bEMOB CEPOro BellecTBa Kopbl 60/b-
WKX nonywapuin, 6enoro BewectBa 60/bLUMX MONYLAPUNA,
NOAKOPKOBLIX fA4ep 60ablWNX NoAyWapui, AONEK MO3XKedKa
Yy BCEX YH4ACTHUKOB M Y4aCTHUKOB rpynmnbl HOPMbl OTAENbHO;
CpaBHUTENbHas Auarpamma pacCesHWs BO3PacTHOro pac-
npeaeneHns oTHOCUTENbHOro o6bema Kopbl 60bWKX MONY-
Lapuin Mexay rpynnamu.

[ns nony4eHnst OCHOBHbIX NMOKa3aTenen BCeM y4acTHUKaM
nposoaunacb MarHUTHO-pe3oHaHcHas Tomorpadus (MPT)
ro/I0BHOMO MO3ra Ha BblcokononbHoM MP-tomorpade Philips
Ingenia 3.0T (Best, HuaepnaHabl) ¢ nomolbio 32-KaHasb-
HOM TFOJIOBHOW PagMo4acTOTHOM KaTylKu. [ns npoBeaeHus
MP-mopdomeTtpun 6bian nonydeHbl 3D T1-B3BelEHHblE
n3obpaxeHus (T1-BWN) ¢ TonwmHoM cpesza 1 MM, Bpems
CKaHWpoBaHWsa cocTaBaano ~3 MUH. na nonyaBToMatuye-
CKOM 06paboTKM MOPGDOMETPUYECKMX AAHHBIX C MONYYEHHbIX
M306paxeHn Mcnonb3oBanocb MnporpaMmMHoe obecneve-
Hue FreeSurfer. B nporpamme FreeSurfer KOHTypupoBaHue
N PEKOHCTPYKLIMA KOPKOBbLIX U3BWIMH MPOBOAATCH Ha OCHO-
BaHuu atnaca mosra Desikan — Killiany [38]. KoHTponb Kaye-
CTBa BKJ/OYan OCMOTP 06paboTaHHbIX M HeobpaboTaHHbIX
T1-BN 1 copTMPOBKY M306pPaXKEHUN COrnacHO PENTUHIOBOM
cucteme [39], B COOTBETCTBMM C KOTOPOW MPUHUMANUCH Cre-
ayloume peleHus: «4onyctumbl ansg 06paboTKu», «TpebyloT
NPOBEPKM» U «HEAONYCTUMbI AN 06paboTKu». MNosy4eHHble No
pesynstataM 06paboTku FreeSurfer nepBuyHble MopdomeT-
puUyeckue gaHHble 06UMX 06bEMOB, 06bEMOB KENYA04KOB,
OONeK MO3}KEeYKa M MOAKOPKOBbLIX SAep U3MEPSINCE B MUI-
IMMEeTPax Kybuyeckux (Mm3), miowann noBepXHOCTU U3BK-
JIMH — B MUANMMETPAX KBagpaTHbIX (MM2), TOMLMHBI CEPOro
BeLlleCcTBa U3BUINH — B MUAAMMeETpax (Mm). O6beMbl KOpbI
M3BUAMH 6OMbLUMX NONYLWaPUi ONpeaensnncb BTOPUYHO Kak
NPOM3BOAHOE MAOWaAM MOBEPXHOCTU W TOMWMHBI CEPOro
BELLEeCTBA U3BU/IMHBI M Bbipaxanucb B MM3. OTHOCUTENbHbIE
06bEMbI KOPbI U3BUSIUH ONPEAENSNNCE B pe3ynbraTe AeNeHUs
abCcontoTHOro o6bemMa Kopbl U3BUAUHBLI Ha OOLLMIK BHYTpUYE-
penHon o6beM. TakuM e o6pa3oM onpeaensucb OTHOCHU-
TeNbHble 06bEMbl NOAKOPKOBLIX f4ep, KOpbl 60bWKNX NOAY-
lwapun, 6enoro BeuiectBa 60abWKUX Noaywapui, GOKOBbIX
KENyLO4YKOB 1 JONIEK MO3XKEUKa.

CTaTucTM4YecKue npoueaypbl

MpuHUKNbI pacyeTa pa3amepa BbIOOPKHU

MpenBapuTenbHbIM pacyeT HeobxoaAMMoro pasmepa
BbIGOPKKN HE NPOBOAWIN.
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CraTucTHYeCKHne MeToAbl

CTaTUCTUYECKUA aHanu3 [aHHbIX MPoBOAWICA B Mpo-
rpamme IBM SPSS Statistics version 26 (Hbto-Mopk, CLLA).
AHanuM3 HoOpMalibHOCTU pacnpefeneHns mopdomeTpu-
YECKUX MapaMeTpoB OCYLLECTBAAACA MO OLHOBbLIOOPOYHO-
My KpuTeputo HopmanbHocTn KonmoropoBa — CmupHOBa.
MopdomeTpnyeckme nokasaTenu, He nognagatowme nopg
HOpMasibHOE pacrnpeaeneHune, npeactaBfieHbl MeLuaHow,
1-M 1 3-m KBapTUNAMKU. OCHOBHbIE XapaKTEPUCTUKU BbIGOP-
KW NpeactaBfieHbl CPeAHUM 3Ha4YeHMeM Bo3pacTa U 6annos
CABI" co cTaHAapTHbIM OTKIIOHEHMEM WM YacToTamu MpU3Ha-
KOB. B CBf3n C pasnuyivamu B MOSIOBOM pacrnpeneseHnu
MexJy rpynnamu nposoaunacb npolegypa B3BeLIMBaHUA
HabnoLeHn no dakTopy pacnpefeneHus nonos C LENbo
KOppeKLUnn MopdOMETPUYECKMX PE3Y/LTATOB C NOMPaBKOM Ha
non. Ans oueHku pasnuymn mexay MP-mopdomeTpruyecKumn
napametpamMu B rpynnax W MOArpynnax Mcnosb3oBasncs
U-kputepuin MaHHa — YWTHW. Pasanuuuna mexay rpynnamu
W NoArpynnamMu CHMTaNUCb CTATUCTUYECKU 3HAYUMBIMU NPU
p < 0,05. Koppensunsa MopdOMETPUYECKMX MapameTpoB
C BO3pacTOM MpOBOAMIAChb C MOMOLbLIO KOPPENALUOHHOIO
aHanusa no CnupmeHry. [Ing cpaBHEHUS YacToT pacnpenesne-
HWUSA CPeam rpynn KIMHUYECKUX MPU3HAKOB U MaKpPOCTPYKTYpP-
HbIX UIBMEHEHMI MO3ra UCNOoNb30BasiCca Xu-KkBagpart MNupcoHa.

JTnyeckasn aKcnepTusa

BritoyeHne B uccnegoBaHMe OCYLECTBASIM Ha OCHO-
BaHUW NOAMWCAHHOrO0 MHGOPMMPOBAHHOIO AOGPOBOLHOIO
cornacus Ha ydyactve B o6cnefoBaHUKM OT 3aKOHHOMO npea-

Ta6auuya 1. O6uian xapaKTepucTuka y4acTHUKOB

Table 1. General characteristics of participants

cTaBuTens (1.e. o6a3aTesibHbIM OblI0 HannyMe ABYX YKa3aH-
HbIX JOKYMEHTOB OT KaXKA0ro y4acTHUKa).

PE3YJIbTATbI

dopmMmupoBaHue BbIGOPKU UCCnefOoBaHUNA

Bbi6bopka ¢opmMupoBanacb M3 [OeTen, MPOXKMBaLOLWMX
B MOCKOBCKOI arnomepaLmu, poauTenn KoTopbix o6patnancb
3a HEBPOSIOTMYECKON MOMOLLBbIO B KOHCY/bTAaTUBHO-AWArHO-
cTuyeckumn ueHTp HUW negnatpum n oxpaHbl 340pOBbS AeTeN
HKL, N°2 &Irb0Y BO «PHLX um. akag. b.B. lMNetpoBcKoro»
(r. MockBa). Bcero B nccneaoBaHue 6blM BKAOYEHbI 95 yyacT-
HMKOB. OAMH U3 y4aCcTHMKOB OTKasasncs nposoanTb MPT ronos-
HOro Mosra; aHann3 MP-uzobpaxeHnt MPT 94 y4acTHMKOB
nokasarn, 4Yto MP-u306parkeHns Tpex yHaCcTHUKOB Obl/iM HEMNpW-
rogHbl Ans mopdomeTpruyeckon 06paboTKM BCaeacTBue apTe-
}aKTOB OT ABMKEHUI rONOBSI, B €LLe OAHOM Cly4Yae 0630pHas
oueHKka MP-n3o6paxeHni nokasana Hananyme KpynHblX o4aro-
BbIX CTPYKTYPHbIX M3MEHEHWUI MO3ra, 4TO He MO3BOAUIO0 MpPo-
BecTr MP-MopdOMETPUIO Yy 3TOMO y4acTHUKaA.

Taknm 06pa3oMm, K GUHanbHON MopdoMETpHUYECKOM 0bpa-
60TKe AaHHbIX 6b1aKn gonyleHbl MP-uzobpaxeruns 90 y4acTHu-
KOB, npowefwnx npouenypy MPT ronoBHOro Mo3ra. Y4acTHUKK
nccnenoBaHus 6biin 06beuMHEHbI B YeTblpe rpynnbl: 1 — Hew-
porncuxmyeckn 3aopoBble aetn, 2 — CABI 6e3 KomopbuaHowm
natonoruu (KM), 3 — CABI ¢ JIKH, 4 — JIKH 6e3 CABI.

XapaKTepucTUKU BbiIGOPKU UCCNIEJOBaHUA
XapaKTePUCTUKU BbIGOPKU UCCNeaoBaHUs npeactaBie-
Hbl B Ta6n. 1-5.

KonunyecTBo y4acTHUKOB, N 25 13 15 37
7 +
CPenHu#t BO3PACT + CTaHAapTHas 813+0,15 7,91 40,20 8,12 +0,16 7,99+0,11
olwnbKa cpefHero, roapl
Mon keHcKnn, % 44 7,7 20 24,3

lNpumeyvarmne. CABI — cuHapom aeduumTa BHMUMaHWa U runepaktuBHoctH; KM — Komop6buaHasa natonorus; JIKH — nerkne KOrHUTUBHbIE

paccTponcTBa.

Note. ADHD (CABI") — attention deficit hyperactivity disorder; CP (KIM) — comorbid pathology; MCI (JIKH) — mild cognitive impairment.

Ta6nuua 2. XapakTtepucTrKa yqacTHukos ¢ CABI
Table 2. Characteristics of participants with ADHD

HeBHMMaTENbHbIN 11 18,0+ 0,8 10,9+1,0 289+1,6
[MNepaKTMBHO-UMMNYNbCUBHbIN 4 13,0+£0,4 17,3+0,3 30,3+0,6
KoMGUHWPOBaHHbIM 13 17,5+0,9 18,4+ 0,7 358+1,5
Bcero 28 17,1+0,6 15,3+0,8 323+11
CABT 6e3 K (rpynna 2) 13 175+11 16,9+ 1,0 344+17
CABI ¢ JIKH (rpynna 3) 15 16,7 £0,7 139+1,2 30,5+1,4

lMNpumevarnmne. CABI — cuHapom aeduumTa BHMUMaHuUa U runepaktnuBHoctH; KM — Komop6buaHasa natonorus; JIKH — nerkne KOrHUTUBHbIE

paccTponcTBa.

Note. ADHD (CABI') — attention deficit hyperactivity disorder; CP (KI) — comorbid pathology; MCI (JIKH) — mild cognitive impairment.




Ta6nuua 3. Pacnpegenenve tunos CABI cpean rpynn y4acTHUKOB
Table 3. Distribution of ADHD types among participants groups

0, )

S
xX
xR

o n (]
HeBHUMaTENbHbIV 3 27,3 8 72,7
MnepaKTMBHO-UMNYIbCUBHbIN 2 50 2 50
KOMGUHUpOBaHHbIV 8 61,5 5 38,5

lMpumeyvanme. CABI — cuHapom geduumnta BHUMaHUA U runepaktuBHocTH; KIT — Komop6bugHasa natonorust; JIKH — nerkue KOrHUTUBHbIE
paccTpoKncTBa.

Note. ADHD (CABI") — attention deficit hyperactivity disorder; CP (KIM) — comorbid pathology; MCI (JIKH) — mild cognitive impairment.

Ta6nuua 4. Pacnpegenexnve pacctpoincts u3 rpynnbl JIKH cpean y4acTHUKOB MccneaoBaHus
Table 4. Distribution of MCl among study participants

n % n % n % n % n % n %
CABI ¢ JIKH 12 80,0 7 467 | 2 | 133 | 2 |133| 1 67 | 0 | o
(rpynna 3, 15 y4acTHWKOB)
JIKH Ges CABT 30 81,1 21 56,8 6 16,2 5 13,5 5 13,5 6 16,2
(rpynna 4, 37 y4acTHUKOB)
Bcero JIKH (52 yyactHuKa) 42 80,8 28 53,8 8 15,4 7 13,5 6 11,5 6 11,5

MpumevaHne. K ApyruM pacCTPOMCTBAM KOTHUTUBHBLIX GYHKLMUIA OTHOCWUIN HapyLleHUs HEMPOAMHAMUKK, KOTOpble He BbIAENAITCS B Camo-
cToaTenbHoe paccTpoictso B MKB-10; no 3Tov NpuyYnHe AaHHY0 Pa3HOBUMAHOCTb GUKCUMPOBAMU Wb Kak fononHeHune K JIKH, oTpaxeHHbIM
B MKB-10. CABI — cuHApom feduunta BHUMaHUSA U rTMnepakTMBHOCTH; JIKH — nerkne KorHuTMBHble paccTponCTBa.

Note. Other cognitive disorders included neurodynamic disorders that are not isolated as an independent disorder in ICD-10; thus, this variety
was recorded only as an addition to MCI presented in ICD-10. ADHD (CABI') — attention deficit hyperactivity disorder; MCI (JIKH) — mild cognitive
impairment.

Ta6nuua 5. XapaKTepuCTUKa CTPYKTYp rOJI0OBHOr0 MO3ra y4acTHUKOB MO AaHHbIM 0630pHOM oueHKn MPT
Table 5. Brain structures characteristics in participants according to MRl assessment

ACUMMETPUSA KENYyAOHKOB / Nerkas BeHTpUKynogunaraums, n 4 4 3 13
MuHUManbHble pe3unayanbHble o4aru, n 0 0 2 4
[amapToma runotanamyca, n 0 0 1 0
[eTepoTOnuMKU ceporo BewecTsa, n 0 0 0 1
PacwwnpeHnus npoctpaHcTB BupxoBa — Po6uHa, n 0 1 0 3
ApaxHouganbHble KUCTbI, N 0t 0 3t 1
CuHAPOM MyCTOro TypeLLKoro ceana, n 0 2 0 1
BapuaHTbl HOpMbl (MMHUManbHOEe paclwmpeHne 60bLWON 3aTbII0YHOM 3 5 5 4
LIMCTEPHbI, aCUMMETPUS TMNMOKAMIMOB, KUCTa NPO3payHOi NeperoposKku), n

YcnoBHas MUHUManbHas CTPYKTypHast n 4 5 9 17
nartonorus, scero % 16,0 2,3 38,5 60,02 44,73

MpumeyaHume. <> — p xu-kBagpat = 0,02; <2> — p xu-kBagpar = 0,01; <3> — p xu-kBagpat = 0,044. CABI — cuHapom geduunTa BHUMaHUS
1 runepakTMBHocTH; KM — Komop6uaHaa natonorus; JIKH — nerkue KOrHMTMBHbIE PacCTPOMCTBA.

Note. <> — p chi-square = 0.02; <2> — p chi-square = 0.01; <3> — p chi-square = 0.044. ADHD (C[BI) — attention deficit hyperactivity
disorder; CP (KIN) — comorbid pathology; MCI (JIKH) — mild cognitive impairment.

CpenHunin BO3pacT y4aCTHUMKOB BO BCex rpynnax Obin
COMoCTaBMMbIM, B TO BPEMS KaK MOJoBas CTPYKTypa pas-
NMyanacb: cpean 340POBbIX pacnpeaeneHne nonaos Oblio
OTHOCUTENIbHO PaBHOMEPHbLIM, @ B rpynnax natonorun 3Ha-
yutenbHO npeobnagany Manbyuvku. B cBA3M C 3TUM Bce
nocneayoume cpaBHEHNUS NONyYEHHbIX MOPGOMETPUYECKUX
noKasaTenen Mexay rpynnamMv npoBOAWIMCbL C MNpeacTaB-
NIEHHOW B pasfene CTaTUCTUKM MpoLeaypon nonpaBoYyHOM
KOPPEKTUPOBKM MO nony.

M3 28 yqactHukos ¢ CABI 53,5% umenu KI ua rpynnbl JIKH.

Cpeav y4acTHUMKOB nNpeobnaganv et ¢ KOMOGUMHUPOBAH-
HbIM U HEeBHUMaTenbHbiM TMNoM CABI. CMMNOTOMbI HEBHU-

MaTeNbHOCTU OblIM OAMHAKOBO NpefcTaBieHbl B rpynnax 2
1 3, HO UMenach TEHAEHLMS K 60/bLUEN BbIParKEHHOCTU CUM-
NTOMOB FMNEPaKTUBHOCTU/UMMYNIbCUBHOCTK B rpynne CABI
6e3 Kl 1 3a cyeT 3T0oro K 60sbliuei BbIParKEHHOCTU OBLLMX
cumntomoB CABI (p = 0,098 n p = 0,130 COOTBETCTBEHHO).

Mpu nonapHOM CpaBHEHWW MO KPUTEPUIO XWU-KBagpar
MupcoHa Haubonbllas 3HAYUMOCTb PasfiMyuii JOCTUIHYTa
MeXy NpornopuuMsamMu Mo cTofbLaM Mexy HeBHWmaTeslb-
HbIM U KOMOGUHMpPOBaHHbLIM Tunam: 0,093.

Kom6uHupoBaHHbin TN CABI 4Yawe npucytcTBOBan
B rpynne CABI 6e3 KIl, Toria Kak HeBHUMATENbHbIM TUN
CABI npeo6napan B rpynne CABI ¢ JIKH.
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M3 52 yyactHukos ¢ JIKH 28,8% umenu CABI. Cpeau
52 yyactHukoB ¢ JIKH 84,6% vmenn nposiBNeHus co4e-
TaHHbIX JIKH (cooTBeTcTBOBaNM KPUTEPUAM CMELIAHHbIX
cneundu4ecKmnx pacCcTponCTB MCUXOOMMYECKOTO Pa3BUTUS
no MKB-10): 25 yyacTHMKOB (48,1%) nmenun npu3Haku coye-
TaHHbIX JIKH ¢ nposiBneHMaMun 6onee aByx pa3sHOBUAHOCTEN,
19 yyacTHUKOB (36,5%) uMenn nNpusHaku coveTaHHbix JIKH
C NPOSIBNEHUSAMU ABYX Pa3HOBUAHOCTEN; elle 8 y4acTHUKOB
(15,4%) vmenn nposiBNeHUs oaHon pasHoBuaHocTn JIKH
(amcdasnn pasBUTUSA MU OUCIEKCUM).

Kak BugHo na 1abn. 4, B rpynnax 3 1 4 pacnpeaeneHue
pasHoBuaHocTen JIKH 66110 conoctaBUMbIM.

O6palwaeT Ha cebs BHMMaHWe To, 4Yto B rpynnax CABI
¢ JIKH v JIKH 6e3 CABI 3HayMMo 4alle, 4eM y 340po-

BbIX, GUKCUPYIOTCA MUHUMa/bHbIE YCIOBHO-NATONOrMYECKUe
MaKpPOCTPYKTYPHbIE N3MEHEHMS MO3ra.

OCHOBHbI€e pe3ynbTaTbl UCCNIEJ0BaHUSA

AHann3 HopmanbHOCTM pacnpeneneHuss MmopdomeTpuye-
CKMX NapameTpoB MOKa3sas, YTo pacnpefeneHne no rpynnam
Obl/10 HOPManbHbIM 15 BCEX 0OLLMX OTHOCUTENBbHbIX 06 bEMHbIX
napamMeTpoB, HO HEHOPMaSbHbIM AN 06bEMHbIX NOKasaTenen
W NoKasaTenen TOAWMH OTAENbHbIX U3BUAKH M 06BEMOB MOA-
KOPKOBBIX f4ep. B ¢BA3M ¢ 3TMM B nocneayowem ans cpaBHu-
Te/IbHOro aHanmsa ncnonb3oBasncs U-kputepmni MaHHa — YUTHM.
Beuay 601blIOr0O mMaccuMBa MOJYYEHHbIX AaHHbIX B pasgene
OCHOBHbIX Pe3yNbTaToB MNPUBOAATCH TONMbKO Te MNapaMeTpbl,
KOTOpbIE NMOKa3anu pasnnynsa Mexay rpynnamu (taén. 6-9).

Ta6auua 6. [Jo0cToBEpHbIE Pa3/vynsg OTHOCUTESNIbHBIX 06 bEMOB OTAENbHBIX MO3rOBbIX CTPYKTYP MEXAY YHaCTHUKaMM rpynn HopMbl (rpynna 1)

v CABI 6e3 KI (rpynna 2)

Table 6. Significant differences in relative volumes of different brain structures between participants in healthy (group 1) and ADHD

without CP (group 2) groups

OTHOCHUTE/IbHbIN OTHOCHUTENbHbIA | OTHOCUTE/NIbHBIN P MaHHa -
O6nactb Mo3ra | Mo3roBble CTPYKTYpbI Mpynnbi 061em, MeauaHa o6nem, Q, o6nem, Q; S
HUMKHETEMEHHAS 1 0,00892 0,00849 0,00951 0.006
13BUINHa 2 0,00964 0,00868 0,01082 ’
NaTepanbHas opeHTo- 1 0,00555 0,00486 0,00588 0012
Kopa nesoro $poHTanbHas U3BMIMHa 2 0,00592 0,00573 0,00625 '
nonywapums
FonoBHOre Moara | MaparMnnokamnansHas 1 0,00132 0,00121 0,00143 0.025
M3BWUIMHA 2 0,00120 0,00110 0,00133
OpGuTanbHas 4acTb 1 0,00160 0,00141 0,00173
HUXHeW No6HOM 0,041
WU3BWUIUHbI 2 0,00162 0,00155 0,00175
NaTepansHast op6uTo- 1 0,00550 0,00488 0,00583 0010
$poHTanbHas U3BMIMHa 2 0,00587 0,00552 0,00638 '
CpeaHss BUCOYHas 1 0,00784 0,00723 0,00839 0015
13BUINHa 2 0,00834 0,00802 0,00877 '
NaparvnnokamnansHas 1 0,00120 0,00107 0,00124 0.018
Kopa npasoro M3BWUIMHA 2 0,00115 0,00100 0,00123 '
ronywapws 1 0,00796 0,00715 0,00829
rofI0OBHOr0 MO3ra MpeakiMHbe , , , 0,032
2 0,00759 0,00689 0,00792
PocTpanbHas nepeaHss 1 0,00124 0,00113 0,00134 0.043
noscHasn Kopa 2 0,00129 0,00111 0,00144 '
. 1 0,00084 0,00080 0,00090
Montoc no6How gonu 0,018
2 0,00080 0,00072 0,00082
1 0,00557 0,00517 0,00575
CybKopTuKasbHble | Tanamyc 0,043
Aapa NeBoro 2 0,00513 0,00505 0,00526
nonywapws 1 0,00394 0,00359 0,00405
ronosHoro mosra | Cropnyna 0,019
2 0,00375 0,00317 0,00396
Cy6HopThKanbHbie 1 0,00386 0,00363 0,00404
fApa npasoro Cropnyna 0,030
nonywapus
LO/IOBHOMO MO3a 2 0,00369 0,00319 0,00388
MonywapHsie 1 0,00060 0,00055 0,00066 0.046
Nesoe nonywapue | AMBKA LI 2 0,00063 0,00056 0,00068 '
Mo3xeuKa NonywapHas 1 0,00199 0,00168 0,00225 0.034
Aonbka VIIIB 2 0,00207 0,00177 0,00271 '
MonywapHble 1 0,00063 0,00053 0,00073 0.049
Mpasoe Aonbku LI 2 0,00063 0,00053 0,00080 '
nonywapue
MO3MEUKa MNonywapHas 1 0,00288 0,00280 0,00332 0.020
Aonbka VIIA 2 0,00328 0,00292 0,00370 '

lNMpumevaHue. UpHbIM WPUOTOM BbiAeNeHbl 3HavyeHusa p < 0,01.
Note. Values of p < 0.01 are bolded.




Ta6nuua 7. JocToBEPHbIE PA3/IMYUS OTHOCUTENBbHbLIX 0GHEMOB OTAE/bHbLIX MO3rOBbIX CTPYKTYP MEX/AY Y4acTHUKaMM rpynn HopMbl (rpynna 1)
1 CAIB ¢ Komop6uaHoimu JIKH (rpynna 3)

Table 7. Significant differences in relative volumes of different brain structures between participants in healthy (group 1) and ADHD with MCI
(group 3) groups

BepxHeTemMeHHas 1 0,00966 0,00885 0,01009 0.019
M3BWIMHA 3 0,00878 0,00846 0,00940 '
Kopa npasoro CynpamapruHanbHas 1 0,00711 0,00636 0,00806
ronywapwa M3BUIMHA 3 0,00648 0,00585 0,00745 0,022 ©
roN0BHOro Mo3ra ’ : : 2
. 1 0,00084 0,00080 0,00090 ~
Montoc no6How fgonu 0,039 %)
3 0,00079 0,00067 0,00083 N
=
Cyﬁg°f”ﬁ"b”b'3 1 0,00260 0,00248 0,00279 >
ﬂﬂgyd}asm; XBocTaToe 4po 0,049 g
FOfIOBHOMO MO3ra 3 0,00240 0,00225 0,00259 Q
1 0,00278 0,00261 0,00297 3
Cy6KOpTHKanbHble | XBocTaToe 84po 0,006 =
A4pa npaBoro 3 0,00252 0,00237 0,00272 =
nonywapws 0 1 0,00287 0,00276 0,00297 0041 ‘Et
unnoxkamn ,
roNIoBHOro Mosra 3 0,00272 0,00248 0,00277 4
-
lMpnumeyvaHme. upHbiM WPUOTOM BblaeneHbl 3HavyeHus p < 0,01. E
Note. Values of p < 0.01 are bolded. g
3}

Ta6numua 8. [l0CTOBEPHbIE Pa3/unsi OTHOCUTENbHbLIX 06bEMOB OTAEbHbIX MO3IrOBbIX CTPYKTYP MEX/Y YHaCTHUKaMM rpynn HopMbl (rpynna 1)
v IKH 6ea CABT (rpynna 4) 47

Table 8. Significant differences in relative volumes of different brain structures between participants in healthy (group 1) and MCI without

w

ADHD (group 4) groups ;
~
| omamwors | Bt | e | S | oo | e e |2
N
=
TpraHrynspHas 4actb 1 0,00276 0,00261 0,00310 ,C_>
Kopa nesoro HIDKHEH NI0GHOM 4 0,00256 0,00244 0,00285 0,016 <r\
nonyLapus U3BW/INHbI ’ ’ ’ 8
roNOBHOro Mo3ra BepxHeTemeHHas 1 0,00983 0,00910 0,01079 0040 «
M3BUINHA 4 0,00937 0,00826 0,01022 ' ;
JHTOpUHaNbHas 1 0,00081 0,00072 0,00086 0.032 'ns_.
M3BWIMHa 4 0,00073 0,00065 0,00087 ’ §
HibKHETEMEHHAS 1 0,01072 0,01014 0,01142 0047 E
Kopa npasoro M3BWIMHa 4 0,01016 0,00934 0,01129 ' =
ronywapus 1 0,00084 0,00080 0,00090 2
ro/l0OBHOro Mo3ra Mosioc NO6HO 40NN ! ! . 0,021 T
4 0,00079 0,00071 0,00084 E
Monioc BUCOYHON 1 0,00123 0,00117 0,00135 0,035 w
Aaonn 4 0,00111 0,00103 0,00132 ' 3
o
gﬂyg;"n”;:;gﬂ;”b'e 1 0,00132 0,00127 0,00146 3
nonywapws BneaHbii Wwap 0,040 E
[OIOBHOIO MO3ra 4 0,00125 0,00115 0,00140 5
1 0,01014 0,00911 0,01079 @
[onbKa HOXKM | 0,027
Nesoe nonywapue 4 0,00893 0,00836 0,01004
MO3XeqKa MonywapHas 1 0,00486 0,00460 0,00534 0.007
AonbKa VIIB 4 0,00448 0,00405 0,00490 ’
[lonbia Ho | 1 0,00991 0,00896 0,01076 0.038
JIbKa HOXKU )
Mpasoe 4 0,00904 0,00783 0,01003
nonywapve
MOZMeuKa MonywapHas 1 0,00504 0,00464 0,00572 0.011
Aonbka VIIB 4 0,00417 0,00349 0,00512 '
1 0,09336 0,08706 0,09927
Becb MO3Xe4oK 0,034
4 0,08801 0,08343 0,09465
TleBbIit GOKOBON 1 0,00280 0,00227 0,00383 0.007
BoKoBble Henynouex 4 0,00418 0,00307 0,00524 ’
KENYAOHKM MpaBbiii GOKOBOI 1 0,00264 0,00215 0,00334 0,003
Henyaodex 4 0,00355 0,00267 0,00484

MpumedaHne. upHbiM LWPHUEGTOM BblgeneHbl 3HavyeHuns p < 0,01.
Note. Values of p < 0.01 are bolded.



Original Article

IS

74

OpuruHanbHas cTaTbs

Ta6nuua 9. locToBepHbIe Pas3nnina OTHOCUTENbHbIX 0GbEMOB OTAENbHbIX MO3TOBbIX CTPYKTYP MeXAay y4acTHUKamu rpynn CABI
6e3 Komop6uaHoW natonoruu (rpynna 2) u CABI ¢ komop6uaHbiMu JIKH (rpynna 3)

Table 9. Significant differences in relative volumes of different brain structures between participants in ADHD without CP (group 2)

and ADHD with MCI (group 3) groups

O6nactb OTHOCUTENbHbIW | OTHOCUTENbHbIW | OTHOCUTENbHbIN P MaHHa -
mo3ra L G R Tl o6bem, MeguaHa o6bem, Q, oobem, Q; YUTHHU
2 0,19814 0,19535 0,20325
Bcsi Kopa neBoro nonywapus 0,036
3 0,18665 0,17547 0,19868
2 0,19957 0,19430 0,20299
Bcsi Kopa npaBoro nonylapus 0,024
3 0,18609 0,17725 0,19747
2 0,39594 0,38966 0,40731
Kopa 6onblumx nonywapui mosra B o6Lem 0,029
3 0,37239 0,35181 0,39502
Bce cepoe BelecTBO 60/bLWNX NOyLapni 2 0,51317 0,49949 0,53252
(BK/ItOYaAs KOPY M NOAKOPKOBOE cepoe 0,044
BeLlecTBO) 3 0,49887 0,46410 0,52040
HUMKHEeTEMEHHAS 2 0,00964 0,00868 0,01082 0.049
13BUIMHa 3 0,00860 0,00765 0,00970 '
HUMKHEBUCOYHAS 2 0,00721 0,00689 0,00747 0.049
n3BWUIMHA 3 0,00661 0,00616 0,00743 '
Kopa nesoro
nonyLwapus BepxHeBUCOYHas 2 0,00841 0,00816 0,00920 0.017
roNoBHOrO n3BUINHA 3 0,00816 0,00754 0,00834 '
Mo3ra
2 0,00849 0,00821 0,00870
HapkpaeBasi U3BWAUHA 0,044
3 0,00800 0,00673 0,00847
2 0,00514 0,00489 0,00545
OcTpoBKOBas U3BUIMHA 0,014
3 0,00471 0,00453 0,00523
Kpaii BepXHEBHUCOYHOI 2 0,00189 0,00180 0,00205 0.011
Goposabl 3 0,00169 0,00157 0,00184 '
HUKHEBUCOYHAS 2 0,00685 0,00638 0,00705 0.029
n3BUINHa 3 0,00640 0,00551 0,00649 '
NaTepansHas 2 0,00587 0,00552 0,00638 0.019
OpGUTOdPOHTaNbHASA 3 0,00535 0,00473 0,00597 '
Kopa npaBoro
nonywapms MeaunansbHas 2 0,00408 0,00364 0,00416 0.044
rofI0BHOIoO op6utTodpoHTanbHas 3 0,00376 0,00326 0,00397 !
Mo3ra
CpeaHss BUCOYHas 2 0,00834 0,00802 0,00877 0.005
n3BUINHa 3 0,00725 0,00695 0,00796 ’
PocTpanbHas yacTb 2 0,01146 0,01076 0,01191 0.017
cpeaHenobHOM U3BUNUHDI 3 0,01053 0,00927 0,01099 !
2 0,01550 0,01495 0,01620
BepxHeno6Has u3BmMnMHa 0,029
3 0,01475 0,01298 0,01551

lpumedaHne. MuUpHbIM LWPKUPTOM BblieneHbl 3HaveHuns p < 0,01.
Note. Values of p < 0.01 are bolded.

O6beMbI HETLIPEX M3BWUIMH IEBOMO MOMYLIAPUS U LIECTH
M3BUAWMH NPaBOro noaywapusa pasnnyanncb Mexay rpynna-
MU, HO 3TW Pa3fiMins OKa3aJnCb pasHOHaMNpPaBiEHHbIMMU:
B rpynne CABI 6e3 KI1 oTHOCKTENbHbIV 06beM LECTU U3BU-
JIMH GblN BbILLE FPYNMbl HOPMbI, @ YETbIPEX U3BUSIUH — HUXKE
rpynnbl HOpMbI. Mpu aTOM natepanbHas opbUTOGPOHTab-
Has (06bem Bblwe B rpynne CABI 6e3 KI) n naparvnnokam-
nanbHas M3BUNMHbl (06bem Hue B rpynne CABI 6e3 KI)
GblIM BOB/IEYEHbI B IBYCTOPOHHME U3MEHEHMUS, B TO BPEMS
KaK ocCTafbHble WeCTb M3BUAWH MMENN MOHONaTepPanbHYyto
NPeACTaBNEHHOCTb, XOTS MpaBas opbuTabHaa YacTb HUMK-
HENOGHOW M3BWIWHBI AEMOHCTPMpPOBANa TEHAEHLMIO K pas-
MYMaMm, aHanornyHbiM cnesa (p = 0,089).

Mexay TeM U3MepeHUst TONLLMHBI KOPbI FOJIOBHOIO MO3ra
nokazanu B rpynne CABI 6e3 Kl ropa3go 60/blie UCTOH-
YEHHbIX M3BW/IMH, YEM YTOJLIEHHbIX. [lOCTOBEPHOE YBEU-

YyeHue TOJILLMHbI OTMEeYaNoch fiMilb B /IEBOW POCTPanbHOM
nepeaHen noscHon nssunuHe (p = 0,036). B 1o e Bpems
B rpynne CABIT 6e3 KI1 6biiv 4OCTOBEPHO MCTOHYEHDI Mpa-
Bble naTepasnbHas opbutodpoHTanbHas (p = 0,027), BepxHe-
BMCOYHas (p = 0,036), naparunnokamnanbHasa (p = 0,027)
M3BUWUHbBI K Nontoc 1o6HoM gonu (p = 0,018).

O6HapyKeHbl OOCTOBEPHbIE Pa3/IMiNA B HECKOJIbKMX
Cy6KOPTMKANbHbIX fiApax Ceporo BellecTtBa — 06beM
Tanamyca cneBa W CKOpJynbl C 06ENX CTOPOH Gbll HUXKE
B rpynne CABIT 6e3 KI1, cxoxylo TEHAEHLUMIO AEMOHCTPU-
poBan ¢ ob6eux cTopoH runnokamn (p = 0,051 cnesa
np = 0,08 cnpaga).

O6beM YeTbipex JOSIEK MONYLAapUM MO3KEYKa aHanormy-
HO LIECTW M3BWIMHAM KOpbl 60MbLUMX MONYyLIAPUK B rpynne
CABI 6e3 KI1 6bin Bhille, npuiem B gonbKax LIl nameHeHus
GbININ 1BYCTOPOHHUMMU.




Opyrne obuue 1 YyactHble MOpdOMETPUYECKME MOKa3a-
TENW MeXay rpynnamu He OTInYanuchb.

Takum o6pasom, y geten ¢ CABI 6e3 K1 no cpaBHeHMUIO
C HOpPMOM OTMeYyaeTCd CHUXKeHUe obbemMa HECKONbKUX
NOAKOPKOBLIX A4ep (CKopaynbl C ABYX CTOPOH M Tanamyca
cneBa) C TEHAEHLUMEN K CHUXKEHUIO O0OBEMOB TMUMMOKaM-
na ¢ o6enx CTOPOH M C TEHAEHUMEN K CHUXKEHWIO oblero
o6beMa NOAKOPKOBOIO CEPOro BELLECTBA FOJIOBHOrO MO3ra
B LeioM. B npoTMBoBEC 3TOMy Yy AETEN 3TOW rpynnbl yBe-
NIN4eHbl 06bEMbI YETbIPEX A0IEK MO3XKeEYKa C TeHAEHUMEN
elle B HECKONbKMUX AOMbKax, B TO BPeMS KaK 415 KOPKO-
BbIX M3BWIWH XapaKTepPHbl pa3HOHaMpaB/ieHHble U3MeHe-
HWUS C HEKOTOPbIM NpeobnagaHneM yBenndyeHus o6bemMoB
(yBennyeHne ob6bema LIECTU U CHUIKEHUE 0OBbEMA YETbIPEX
WU3BWIMH) U CHUXKEHUS TONWMH KOPbl M3BUWH (UCTOHYEHWE
KOpbl YeTbipex M3BWAWH MPOTMB YTOJLEHUS KOpbl 040N
W3BWUUHbI).

B rpynne CABI ¢ JIKH oTmevyaeTcs OOCTOBEPHOE CHU-
eHne obbemMa KOpbl MpaBblX BEPXHETEMEHHOW, cyrnpa-
MapruHanbHOM WM3BUAWH W MOJca I0O6HOM Jonu. TaKke
cnegyet otMeTuTb, 4yto B rpynne CABI ¢ JIKH o6bem Kopbl
npaBoro nofywapus B LENOM CTPEMUTCH K CHUMKEHMIO
(p = 0,104), Torga Kak cneBa 3Ta TEHAEHLMS HE CTOMb OTHET-
nmBa (p = 0,218).

B rpynne CABI ¢ JIKH no cpaBHeHWIO ¢ rpynnon Hop-
Mbl BbICOKOAOCTOBEPHO CHMMEHa TOMLWMHA KOpbl MpaBoM
OCTPOBKOBOM M3BWKHBI (p = 0,004).

B rpynne CABI ¢ JIKH Takke oTmMevaeTcsl CHUMKEHue
obbeMa 060MX XBOCTaTblX SiA€pP W MpaBOro runnokamna,
npuyem 4as NpaBoro XBOCTaToro fapa pasfivyne BbICOKO-
[LOCTOBEPHO.

Opyrne obwue n 4yacTHble nokasatennm 06beMoB U TON-
LMH MeXAay rpynnamu He oTIM4anncsb.

B rpynne JIKH 6e3 CABI no cpaBHEHWIO C HOPMOW
OTMeYaeTcsl AOCTOBEPHOE CHUXKEHWE ob6bema KOpbl IEBbIX
BEPXHETEMEHHOW M3BWAUHBI U TPUAHTYISPHON YacTU HUWXK-
Hen NOGHON U3BWIWHDI, NPaBblX 3HTOPUHANbHOM, HUXKHETE-
MEHHOW U3BUJINH W MOMOCOB TOGHON U BUCOYHbBIX U3BUJIUH.

B rpynne JIKH 6e3 CABI 6bina BbICOKOAOCTOBEPHO
CHUXEHa TOJIMHA SHTOPMHANbHOW KOpbl C 06EeMX CTOPOH
(p = 0,006 cnesa u p = 0,008 cnpaga).

B rpynne CABI ¢ JIKH TakKe oTMevaeTcs CHUKeHUe 06b-
ema 6n1eaHoro wapa B npaBov NOAKOPKOBOW 061aCTu.

3HauyumbiM B rpynne CABI ¢ JIKH oka3anocb CHUXeHue
BCero o6bemMa MO3Xe4Ka, B KOTOPOM BbIAENAUCH CHUXKE-
HME MO OAHOM U3 JONEK HOXKKU U nonywapumn 06emnx CTOPOH.

Han6onee BbipaxeHHbIMU U BbICOKOAOCTOBEPHbIMU OKa-
3an1cCb pas3nnuns B o6beMax 060nX BOKOBLIX KENyA04YKOB,
KOTOpble Nokazanu ysenndenune B rpynne CABI ¢ JIKH.

Opyrne obwue n 4yacTHble nokasatenn 06beMoB U TOS-
LMH MeXAay rpynnamu He oTiM4anncsb.

O6wWnin 06beM Kopbl 60/bLIXX MONYLWAPUIK MO3ra (BKItO-
yasi NIeBYl0 U MpaBylo MOMOBUHbI) Obl1 JOCTOBEPHO HUXKE
B rpynne CABI ¢ JIKH, 4To TakKe pacnpocTpaHMIoCh M Ha
06beM ceporo BelwecTBa 60MblIMX MOAYLWAPUA B LIEIOM.
CootBetcTBeHHO B rpynne CABI ¢ JIKH 6biin CHUXKEHbI
06beMbl KOpbl MATW NEBOMOYLAPHbLIX M CEMW MpaBono-
NiylwapHbIX U3BWIWH, MPUYEM B MpaBon cpeaHen BUCOYHOM
W3BUINHE — BbICOKOLOCTOBEPHO. HUXHASA BUCOYHAsA U3BMU-
/IMHA BOB/IEYEHA B CHMXKEHUE C 06EMX CTOPOH, TaKKe AEeMOH-
CTPUPYET TEHAEHLMIO K ABYCTOPOHHOCTM MeananbHas opou-
ToppoHTanbHasa Kopa (cnesa p = 0,065). Kpome Toro, pag
M3BUINH MOKa3blBalOT TEHAEHLMIO K CHUMKEHWI0O 06beMOB
Kopbl npu CABI ¢ JIKH: neBble nepelieexk NosSCHON U3BU-
nuHbl (p = 0,085), BepxHeTemeHHas naBununHa (p = 0,054)
1 nontoc nobHon gonu (p = 0,078); npaBble KIMHOBUAHASA
(p = 0,065) n okonownopHas (p = 0,065) N3BUINHDI.

O6lne TONWMHBI KOpbl 60MblIXX MNOAyWapui, B OTIK-
ynme OT 06BEMOB, AOCTOBEPHbLIX Pa3IMYMKN HE MOKa3anu, HO
B rpynne CABI ¢ JIKH gocToBEPHO CHUMKEHbI TOMWMHbI KOPbI
NIeBOM M MpaBon BepeTeHOoob6pasHbiXx 3BuAnH (p = 0,040
cneea U p = 0,042 cnpaBa), neBon Opb6UTaNbHOM YacTu
HUXHEN No6HOM n3BUAKHLI (p = 0,049) 1 npaBoro nontca
BMCco4HoM gonu (p = 0,019).

Opyrne obwue n 4yacTHble nokasatenn 06beMoB U TOS-
LLMH MeXAay rpynnamu He oTIM4anncsb.

CpaBHeHMEe MOpPPOMETPUYECKUX MNOoKa3aTenen mexay
rpynnamun CABI ¢ JIKH (rpynna 3) n JIKH 6e3 CABI (rpyn-
na 4) nokasano, 4yto B rpynne CABI ¢ JIKH 6bin HUKe 06beM
KOpbl N1€BOW cynpamMapruHanbHOW M3BuauHbl (p = 0,033).
B rpynne JIKH 6e3 CABI" oka3anucb 06beMHen 06a 60KOBbIX
wenygodka (p = 0,006 cnea u p = 0,03 cnpasa). [pyrue
obliMe M YacTHble NoKas3aTenn 06beEMOB U TOJIWMH MeXay
rpynnaMmu 3 u 4 He oTMYanuchb.

[lononHuTenbHbIE pe3ynbTaTbl UCCNIEA0BAHUSA

CpaBHeHME MOPPOMETPUYECKUX MNapaMeTpoB Mexay
HOPMOM W 06beAMHEHHOW rpynnon yyacTtHukosB ¢ CABI
nokasano B rpynne CABI BbICOKOAOCTOBEPHOE CHUMKEHUE
TOJILMHBI KOPbl MpaBOW OCTPOBKOBOM M3BUAKHLI (p = 0,007)
N CHUMKEHMWE TOMLLMHbI KOPbl NPaBoOW natepanbHON 3aTbl104-
HOM U3BUAKUHbI (p = 0,043); CHUXKEHME OTHOCUTENbHbIX 06b-
€MOB Kopbl NpaBoro no6Horo nontoca (p =0,029) n npason
BEPXHETEMEHHOM M3BWUAKHBLI (P = 0,040); CHUKEHWE OTHO-
cuTeNnbHbIX 06beMOB npaBoro runnokamna (p = 0,040)
M npaBoro xsocrtaToro agpa (p = 0,025). Apyrux pasnuyuin
B MOPPOMETPUYECKMX NapaMeTpax BbiiBNEHO He 6blo.

AHanu3 cBsA3en o6LMX MOPPOMETPUYECKUX MapaMeTpPoB
C BO3pacToM B rpynne HOPMbl NoKasas, YTo C yBeIUYEHUEM
BO3pacTa B AuanasoHe 7-8 neT TOoMMHA KOpbl B JIEBOM
M NpaBOM MOnylWapusax CHUKaeTcsa (KoapodULUMEHT Koppens-
umun CnupmeHa R = -0,449 npu p = 0,032 cneBau R = -0,497
npu p = 0,016 cnpaBa), a TaKKe CHUKAETCA OTHOCUTENbHbIN
06beM KOpbl rofioBHOro mo3sra (R = —0,502 npu p = 0,011),
B TO BpeMs KaK 06beM BHyTpUYEpEenHon MofoCTU OTYETIU-
BOr0 yBeNMYeHus He nokaszan (R = 0,298 npu p = 0,147).
B 6onee MHoroyuMcrneHHon obuien BblI6OpKe Haubonee 3Ha-
YMMYIO BbICOKOAOCTOBEPHYIO OTpULIATENbHYIO CBA3b MOKa3an
OTHOCUTENbHbIN 06bEM KOpbl rofioBHOro mosra (R = -0,317
npu p = 0,002). TonuwmHa Kopbl 60/bLINX NOMYLIAPUIN TaKKe
foKasana oTpuuaTe/bHYyl0 CBA3b C BO3PACTOM (Tak e, Kak
W B rpynmne HopMbl), 6onee 3Ha4ynMmMo cnpasa (R = —0,281 npu
p = 0,008), 4yem cneBa (R = —0,247 npu p = 0,019). Apyrune
napameTpbl CBA3M C BO3PACTOM pasfiMynii He Nokasanv.

Taknm 06pa3oM, OTHOCUTENbHbIN 06BbEM KOPbl FOM0B-
HOrMO MO3ra W TOJLMHA KOPbl FONIOBHOMO MO3ra NnoKasanu
[IOCTOBEPHOE CHUXKEHME MO Mepe B3POCEHNS KaK B 06LLEN
BblGOPKE, TaK M B rpynne Hopmbl 7—8 neTHux geten. lpu
3TOM HW OAMH W3 APYrMx nokasaTtenen (nnowagb NoBepX-
HOCTM KOpPbl FOJIOBHOrO MO3ra, abContoTHbIM 06bEM KOpbI
rofI0BHOr0 MO3ra, MOAKOPKOBOrO Ceporo BellecTBa, abco-
NIOTHbIN 06BbeM 6e10ro BellecTBa, ToTalbHbIM 06beM MO3ra,
06beM 4yepena) He MNoKasaauM 3HaA4YMMOro M3MEHEHWS Ha
3TOM BO3PaCcTHOM OTPE3KE.

CpaBHUTENbHbIM aHann3 CBA3K BO3pacTa U OTHOCUTENbHO-
ro o6bema Kopbl FOJIOBHOr0 MO3ra MeXay y4aCTHMKamu rpynn
noKasaJs, 470, B oTinyune oT rpynn Hopmbl 1 JIKH 6e3 CABI,
B 06eux rpynnax ydyactHukos ¢ CABI HMKaKow oTpuLaTelbHOM
CBS3U MeXay aTuMu dakTopamu He oTMevaetcs (R = —0,093
npu p = 0,762 ansa rpynnel CABIN 6e3 KI; R = 0,096 npwu
p = 0,732 pgna rpynnbl CABI ¢ JIKH), T.e. OTHOCUTENbHbIV
06beEM KOpbI TOSIbKO Y y4acTHUMKoB ¢ CABIT ¢ Bo3pacToM He
CHMaeTcs. Mpu 3ToM BO BCex rpynnax oTMevaeTcs 0guHaKo-
Bas cnabas TeHAeHUMS K yBENMYEeHUIO o6beMa Yepena.
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OBCYXAEHME

Pe3ome 0CHOBHOIro pe3yibTata ucciegoBaHus

YyTb 60nee yem B nonosuHe ciydaes CABI conpoBoX-
fancs paccrtponctsamu ua rpynnbl JIKH. B coyetanmm ¢ JIKH
npeo6nagan HeBHUMaTenbHbit TMn CABI (72,7%), a npwm
CAOBI' 6e3 KMl — Kom6uHupoBaHHbiM TMn CABI (61,5%).
BbiiBNeHbl M3MEHEHHbIE MOpdOMETPUYECKME MapaMeTpbl
MO3ra BO BCeX rpynnax naTonoruu, BblpaXeHHOCTb M JIOKa-
iM3aumsa KOTOPbIX pasnunyanncb ONd Kagon u3 Hux. [pu
npsmom cpaBHernnn CABI 6e3 KIM n CABI ¢ JIKH yctaHoBne-
Hbl CYLLECTBEHHbIE M MacLWTabHble pas3nnyinsa mopdomeTpu-
YEeCKMX NapaMeTpPoOB MeXay HUMW.

OrpaHu4yeHusa uccriegoBaHusa

HepocTtaToyHO KpynHasi BbIGOpPKa OrpaHWyYnBaEeT KOu-
4eCcTBO M pa3Mepbl BbIIBEHHbIX 3PdEKTOB. XOTS OTHOCHU-
TeNbHble 06bEMbl KOPbl FOOBHOMO MO3ra, MOAKOPKOBbIX
A0ep M A0NEK MO3MXKe4yKa CYMTalTCs MNpPeanoyTUTENbHbI-
MW MOPDOMETPUYECKMMU MOKa3aTeNamMu A1 NONepeyHbIX
CPaBHUTENbHbIX WCC/IEOBAHUIA, HEPABHOMEPHOCTb CBS-
31 C BHyTpU4YEpErnHbiM O06bEMOM pPas3HbIX M3BWUIWH MOXET
MCKa3WTb CpaBHWUTENbHblE pe3ynbTaTtbl. B KayecTBe onopbl
[NS pacyeToB OTHOCMUTE/bHbIX 06BEMOB MCMOJIb30BAH BHY-
TPUYEPENHOM OOBEM, KOTOPbIMA, C HALIEN TOYKW 3PEHUS,
6Oonbllie OTpaxKaeT pa3Mepbl roN0Bbl, HO albTePHATUBHOE
NPMMEHEHWE B Ka4yecTBE 0Onopbl 06beMa BCEFr0O MO3ra Mor-
/10 AaTb HEKOTOPbIE HECYLWECTBEHHO OTIMYatoWmMecs pesysib-
TaTbl, XOTS HET HUKAKUX NPEANOCHLUIOK CYUTaTb Ty UIN UHYLO
CXeMy pacyeTa 6osiee NpeanoyTUTENIbHOM C TOYKU 3peHUs
a/IEKBATHOCTM OTPaXKEHMS peasibHbIX MO3rOBbIX UBMEHEHUN.
TpaanumoHHas 0630pHas oLieHKa MP-n3obparkeHni, NnpoBo-
avMas cneumanncTom y4eBon AMarHoCTUKK, npeanonaraet
M3BECTHYIO [10/110 CYyObEKTUBM3MA.

UHTepnpeTaumsa pe3ynbraTtoB UCC/Ie0BaHUA

3TO NepBoOe OTeYeCTBEHHOE UccneaoBaHue MP-mopdo-
METPUYECKMX NapaMeTpoB MO3ra y poccumnckmx geten ¢ CABI
n JIKH »n nepBoe HenpoBu3dyanusalMOHHOE UccneaoBaHue
Komop6uaHoctu CABI n JIKH B mMupe. XoTa 06beM Hallewn
BbIGOPKM CONOCTaBUM C APYrMMU MOHOLEHTPOBLIMU UCCIe-
[0BaHWSIMWU, OH 3HAYUTENbHO YCTynaeT BblIOOPKaM KPYMHbIX
MYNbTULIEHTPOBbLIX MCCeaoBaHUM. HU3Kaa cTaTucTuyeckas
MOLLHOCTb MO CPaBHEHWIO C MHOMOLEHTPOBLIMU MUCCNeno-
BaHMSIMM KOMMNEHcUpyeTcs 60/blieN KayeCTBEHHOW TOu-
HOCTbIO MCCNefoBaHuUs, YTo obecnevymBaeTcs cneayouumm
€ro XxapaKTepucTMKamu: dMKcaums Ha OAHOM BO3PacTHOM
cpese, TOYHOCTb OT6Opa YHaCTHMKOB C MOATBEPXKAEHWEM
[VarHo30B JaHHbIMWU HENPOMNCUXONOMMYECKOro 1 noroneau-
4YECKOro TECTUPOBAHMS KOTHUTUBHBLIX M peyeBbiX GYHKLUMHA,

COLIMOKYNbTYpHas OAHOPOAHOCTb BbIGOPKK, UCMNONb30BaHUE
OfHOrO M TOro e o6bopyaoBaHua MPT. Takum ob6pas3om,
CTaTUCTMYECKas MOLHOCTb OrPpaHUYMBaAET Hac B KOSIMYECTBE
3HAYUMbIX HAXO4OK, HO T€ U3MEHEHMUS, KOTOpble O6HapyKe-
Hbl, 60/1€€ TOYHO M OAHOPOAHO OTPaXKaloT peasibHble naTodu-
310N0rMYeCKne NPOLLECCHI, U MOXHO OblTb 60/1€€ YBEPEHHbI-
MU B CBOMX MHTEpPMpeTaumsax 1 BbiBogax. NoarBepxaeHnem
a[leKBaTHOro OTPa*KeHUs nccnegoBaHneM HeEMpPoBbuonormye-
CKMX 3aKOHOMEPHOCTEN CNYXKMUT TOT daKT, 4To B NoAaBnsto-
LeM OONbLIMHCTBE MEXKIPYMNMNOBbIX CpaBHEHWM Mopdome-
TPUYECKMX MapaMeTpoB pPas3HbiX OTAENOB Mo3ra (nopsaka
24 KoMOGWHaUMI), 3a UCKITIOYEHUEM OHOrO0 ciydyas (06beMbI
KOpbl U3BUAKH 60OMbLIMX Nofywapuh B rpynnax 1 u 2), Bce
M3MEHEHUS HOCUW OAHOHAaNpPaBAEHHbIN XapaKTep (To ecTb
GUKCMPOBANUCL TOMBbKO CHWMKEHUS WM TONbKO YBenu4e-
HUA 06bEeMOB/TONLWMH). Kpome Toro, Kak 6yaeT noKas3aHo
HUXe, pe3ynbTaTbl Hawen paboTbl NopasuTenbHbIM 06pa-
30M COBManu C JaHHbIMKM 6ofiee KPyMHbIX UCCefoBaHUn
C BK/IIOYEHMEM FEHETUKO-MOPPOMETPUYECKUX KOppensauum,
4YTO TaKXe CBUIOETENbCTBYET O BbICOKOM METOA0/0rMYECKON
COCTOATENbHOCTU UCCNEeAOBaHUS.

Cnepytouiee coobparkeHne KacaeTcs OxuaaHWW, CBS-
3aHHbIX C KOAMYECTBOM MMWKPOCTPYKTYPHbIX WU3MEHEHWW.
Korga peyb MAET O MWKPOCTPYKTYPHbIX OTAMYMAX, cneay-
€T MOHWMaTb, YTO TOTaNlbHble KOPKOBbIE M3MEHEHWs che-
LyeT OXuaaTb CKopee Mnpu ONUrodpeHUsXx UauM LEeTCKOM
LepebpanbHOM Mapanuye, B T0 Bpemsa Kak npu CABI, Tak
e KaK U MpW MHOMMX APYrux AETCKUX HEMPOMCUXMYECKMX
3ab6o0neBaHuaX, Xapaktep AUCPYHKLMOHANbHbIX OTKIOHE-
HWUM NpegnonaraeT cpaBHUTENbHO OrPaHUYEHHbIM MaclwTab
MUKPOCTPYKTYPHbIX U3MEHEHWI. [03TOMY B 3TOM OTHOLLIEHWUHM
nonyyYeHHble pe3ynbTaTbl BbIMAAAT COPpa3MeEPHbIMU OXKuMAaa-
HWSIM, @ B HEKOTOPOM YacTu Jaxe NPeBOCXOAAT MX.

B ycnoBuax o6Mans MOMAYyYEHHbIX M3MEHEHHbIX MOKa-
3aTefnien B aHanu3e pe3ynbTaToB aKLUEHT Obll HanpaBneH
TOIbKO Ha camble [MaBHble M3 HUX, KOTOpble MO3BONSIOT
060CHOBbIBaTb BbIBOAbI, MEHSIOWME KIMHUYECKME MOAXO-
bl MW NoATBEpPKAatoLWMe /oNpoBepratoLmne reHepanbHble
Hay4Hble TPEHbI.

OAMH M3 raBHbIX Pe3ynbTaToB 3aK/1tloYaeTcs B TOM, YTO,
KaK BMAHO M3 Tabn. 10, AN KaxKAon M3 KIMHUYECKUX rpynn
oTMevancs cneunduyecknin npoduab OTINYMA MOPdOMET-
PUYECKMX MapaMeTpoB MO3ra OT 3[40POBbIX YYaCTHWUKOB.
Takon pesynbrat npegnonaraer aunddepeHunpoBaHHbIE
naTtoreHeTM4ecKme MexaHM3Mbl 3TUX COCTOSTHUN.

CHMXeHWe 06beMOB pas/inyHbIX CYOKOPTUKaNbHbIX S4ep
XapaKTepHO A1 BCEX NaTOIOMMYECKMX COCTOSIHMI, HO Hanbo-
nee BblpaxkeHHo B rpynnax CABI, oco06eHHO CHAbHO B rpynne
CABI ¢ JIKH, B To BpemMs KaK cpeau yd4acTHuKkoB ¢ JIKH 6e3

Ta6nuuya 10. CpaBHUTENbHbINM XapaKTep BbIIBAEHHbIX MOPHOMETPUYECKUX UBMEHEHMI B rpynnax naTonorMn OTHOCUTENbHO 340POBbIX

Y4aCTHMKOB

Table 10. Comparison of revealed morphometric changes in pathology groups against healthy participants

06bEMbBI/TOJNLUHDI 06bembl
06beMbI CTPYKTYP 06beMbI
Tpynnbl KOpbl U3BUJIMH GONbLUIKUX CyGKOPTUKaJIbHbIX AAep MOBKEUKE KENYAOUKOR
nonywapun 60NbLUMX MONyLIapUin YA
CABI 6e3 KN Tl 1 T -
CABT ¢ JTIKH ! Ll - -
NKH 6es CABM 1l l Ll Tt

lpumevaHne. CTpenkamu 0603Ha4YeHbl MOBLIWEHWE WAW MOHUKEHUE NapaMeTpoB MO CPaBHEHWIO C HOPMOW, CepbiM LBETOM BblAeNEeHbI
BbICOKOAOCTOBEPHbIE pa3nunyunsa (p < 0,01); CABI — cuHapom geduunTa BHUMAHUS W runepaktuBHocTH; KT — KomopGuaHaa natonorus;
JIKH — nerkue KorHMTMBHbIE PacCTPOMCTBA.

Note. Arrows indicate increase or decrease in parameters compared to normal values; grey color indicates highly significant differences (p < 0.01);
ADHD (CABI') — attention deficit hyperactivity disorder; CP (KIN) — comorbid pathology; MCI (JIKH) — mild cognitive impairment.



CLBI cybkopTuKanbHble sapa NoYTU MHTaKTHbl. Ecnu yvecTb,
4YTO BCE Apyrue uccnegyemble o6nactv mMo3ra He nokasasnu
OfHOHaNpaB/fiEHHbIX U3MeHeHun B rpynnax CABI, Mox-
HO 3aK/1l04YMTb, YTO B HaAWEM WCCNeAOBaHUM yMeHblUeHne
obbemMa MNOAKOPKOBbLIX A4ep (xBocTaToe A4pOo, cKopayna,
rMnnoKamn, Tanamyc) ABAseTcsd 3aKOHOMEPHOCTbIO, 06bean-
Haowen ase rpynnbl CABI. B 3TOM 4YacTu HalwwW AaHHble
COBMajatoT ¢ peadynbraTaMn MeraaHanuM3a HenmpoBu3dyannsa-
LIMOHHbIX AaHHbIX KOHcopunyma ENIGMA, KoTopbl NoKkasan
Heb6O0/IblLOE, HO YCTOMYMBOE CHUXKEHNE 0OBEMOB MNpUexa-
wero aapa, MMHAANEBMAHOrO Tena, XBoCTaToro aapa, rmn-
nokamna u ckopnynel [40]. bonee Toro, Bapnaunn o6bLEMOB
MMEHHO XBOCTaToro fifpa M CKOPNyMbl, KOTOPbIE NMOKa3anu
Hanboniee 3Ha4yMmble M3MEHEHUs B Hallen paboTe, Mpo-
AEMOHCTPUPOBaNM 3HAYUTENbHYIO FEHETUYECKYIO COrnaco-
BaHHOCTb ¢ CABI B KpynHOM mMeTaaHan13e 06LuereHOMHbIX
accoumaunin ¢ Mo3roBbiMn o6bemamu [41].

OaHoBpemMeHHO Mexay AByms rpynnamu CABIT nmetotes
1 pas3nnymng B UBMEHEHUAX MOAKOPKOBLIX A4ep (CM.Tabn.6un 7).
Haunb6onee AOCTOBEPHbLIM M BbIPaXKEHHbLIM SBASETCH CHUXKE-
HMe 06beMoB xBocTaTbix aaep B rpynne CABI ¢ JIKH (B aTo#
rpynne TakXe He CTO/b 3HAYMMO CHUXKEH 06beM MpaBoro
rmnnokamna). XBocTtatble fpa NPUHMMAlOT aKTMBHOE y4va-
CTve B MPOrHO3MPOBaHMU BO3HArpaKaeHus U OCHOBaHHbIX
Ha 3TOM MPUHATUM peLleHU U 0BYyYEHUN, CBA3AHHOM C BO3-
HarpaxgeHvem (nogkpennexHuvem) [42—-44]. X MUKPOCTPYK-
TYPHbIE U3MEHEHUS MOryT 6blTb OCHOBOWM XapaKTepHbIX ANs
CABIT TpyaHocTEN 0BYYEHUS C MOAKPENIEHNEM, HapPYyLEHUN
NPUHATUS PELLEHNS M NOBEAEHMS, CBA3aHHOIMO C Hemed-
NIEHHbIM YAOBNETBOPEHWEM pPaaM Mano3HaA4YMMOro BO3Ha-
rpaxaeHva B ywep6b nonb3e OT OTCPOYEHHOrO KPYMHOro
BO3HarpaxaeHus [45—-47]. NHTepecHo, 4TO B ABYX UCCeao0-
BaHuax KomopbuaHoctn CABI U ancneKcuun, conoctaBUMbIX
C HalWuM Mo pasMepy BblGOPKM, UBMEHEHMS B XBOCTATbIX
aapax 6bl1v BblAeNeHbl B Ka4eCTBE HEMHOMOYMCIEHHbIX WK
€MHCTBEHHbIX 06LLMX KOPPENATOB 415 KOMOPOUAHbLIX COCTO-
aHuM [33, 34]. Ho XoTa HapylweHUs NpoueccoB MPUHATUS
peleHns 1 oby4yeHns ¢ nogKpenneHnem Moryt 6biTb BOBiE-
yeHbl B coyeTaHHble JIKH, coctaBnstouwme 60abLIMHCTBO
Hawewn Bbl6opkM JIKH, ans u3onMpoBaHHbIX ClydyaeB Auc-
NIeKCUn, aucrpadum n gucnpakeum n B uenom ansa JIKH atu
paccTponcTBa MeHee oxugaembl, 4em npu CABI. MNMoatomy
BEPOSATHbI ApYyrMe MexaHuM3Mbl 06Lel BKIOYEHHOCTM XBO-
CTaTbIX f4ep, Npexae Bcero nogpasymeBatolime MexaHuamol
[ABUraTenbHOro KOHTpons. B aTOM KOHTEKCTe cneayet obpa-
TUTb BHUMAHWE Ha TEOPMIO, YTO B MpoLecce nNpeackasaHus
BO3HarpaxaeHus gopcanbHbld CTpuatyM (XBOocTaToe $4po
WU cKkopnyna) 4yepe3d godamMUHEPrMYECKUE MYTU U3 YEpPHOWM
cy6CTaHumMK cBA3aH ¢ JopaMUHEPTUYECKUM «TOHOM», HEOD-
XOAWMBIM A5 BbIMNO/HEHUS CO3HATENbHbIX ABUraTebHbIX
OBWXKEHUI W nepenporpammMuMpoBaHus ABUraTeNbHbIX nat-
TEPHOB, KOTOpble 6yayT CNOCOBCTBOBATbL MOJTYYEHMIO TOTO e
BO3HarpaxaeHus B éyayuiem [48].

XoTS 3a CYET BblparKEHHOCTN n3meHeHnn B rpynne CABI
¢ JIKH cHuxeHne obbema xBocTaTbiX aaep UKcupyeTcs
1 B 06Len Koropte CABI, Ha camom aene B rpynne CABI 6e3
KIN oTMeyvanocb CHUXKeHne 06bEMOB CKOPAYNbl bGunareparib-
HO M Tanamyca cfeBa, HO He XBOocCTaTbix s4ep (cM. Tabn. 6).
Hawwu paHHble NoATBEPKAATCA KPYMHbIM MeTaaHannM3oMm
reHeTUYyecKnx BapuaHToB pucka CABI u mMopdomeTpun,
KOTOpbIA MOKasas, YTO Ha pPernoHasbHOM ypoOBHE Habop
annenen KTN1 ¢ puckom CABI perynupoBan 3Kcrpeccuto
MPHK n/vnn o6bem ceporo BelectBa B MaKCUMabHOW CTe-
NneHn MMEHHO B cKopnyne [15], a o6beM CKopAynbl SBASETCH
Hanboniee 3Ha4YMMbIM PErynsaTOPOM cpeau Bcex obnacTew
MO3ra, OMoCpeayloLMX CBA3b MEXAy PUCKOBbIMW BapuaH-
Tamu reHa KTN1 v CABI [49]. Ckopnyna TaKxe yyactByeT

B NMPOrHO3MPOBaHUN BO3HArpParKAEHUs, HO MeXay Hel 1 XBo-
cTatbiM S4POM HabnogatoTcs GYHKUMOHANbHbIE pas3nuyuns
B 3TOM MpoLecce (CKopfiyna oTBeYaeT 3a HeMoCpeACTBEH-
Hble accouMalmn CTUMyn — LEeNCTBME — BO3HarpaxkaeHue,
TOrAa Kak XBocTaToe f4p0 KOAMPYET OLWMOKKN NpeAcKasaHus
BO3HarpaxaeHus [50-52]), n aT1 pasnnyma MoryT oTpaxkaTb
WX pa3Hylo NpeacTtaBfieHHOCTb B ABYX rpynnax CABI.

KaKk nokasbiBaeT NMpsiMOEe MEXKIpynnoBoe CpaBHEeHMe,
Hanbonee BblpaXeHHbIE OTIMYUSA MEXAY ABYMS rpynnamu
CABI duKcupytoTca He ANna NOAKOPKOBbLIX saep, a Ansd
06BbEMOB KOPKOBOro ceporo BellectBa (cm. Tab6n. 9).
B rpynne CABI ¢ JIKH nony4eHo CHUXEHWE B cpaBHe-
HuKn ¢ rpynnon CABI 6e3 KI1 o6bema BCEN KOPbl rOn0B-
HOFO MO3ra W KOPbl KaKAOro M3 Monywapuin B LEomM,
a 6oslee KOHKpPeTHO B 12 M3BWAMHAxX KOpbl FOOBHOroO
Mo3ra (4ns npaBoKn cpeaHen BUCOYHOM U3BUJIMHBI BbICOKO-
[OCTOBEPHO). BbiparKEHHOCTb M KOIMYECTBO 3TUX U3MEHE-
HWI, NPEBOCXOASLLME PA3NNYNA MEXKIY BCEMM OCTaNIbHbIMM
rpynnamu, IBSETCS rNaBHOW HaXOAKOW wuccnefoBaHus,
NnoATBEPXKAAOLWEN €ro runoTesy.

KapTnupoBaHue MeHbLUMX KOPKOBbIX 06BEMOB B rpynne
COBIN' ¢ JIKH (cm. pUCYyHOK) OEMOHCTPUPYET, YTO, MOMMU-
MO BCEN KOPKOBOW MOBEPXHOCTU, B 3HAYMMble U3MEHEe-
HUS BOBJIEYEHbI cneBa GOKOBble MOBEPXHOCTU BMCOYHbIX
W TEMEHHbIX AONEW, a cNpaBa — MeAuanbHble W natepanb-
Hble NMOBEPXHOCTU NpedpoHTanbHOM NOBHOW KOpbl U nate-
panbHasa NOBEPXHOCTb BMCOYHOW [ONIM, KOTOpblEe OTBeYatoT
3a npouecchbl MOHUMAHUS Peyn, COMaTOCEHCOPHOE U peye-
BOE MPOCTPAHCTBEHHOE BOCMPUATUE, @ TaKkKe NiaHMpoBa-
HWE M IOrMYECKOE MblLUSIEHHE.

M3 macwTabHOCTM KOPKOBbIX M3MEHEHWIW CReayeT, 4YTo
M3MEPEHUSA KOPbl FOMIOBHOIO Mo3ra y ydacTtHuMKkoB ¢ CABI
6yayT ManonpoayKTMBHbIMU 6€3 UCKIOYEHUS UK BblYieHe-
HUS 13 Bbl6opKkKM KT B Bnae JIKH: pesynbtatbl KOMOPOGUAHbBIX
N HEKOMOPOMAHBIX YHAaCTHUKOB Hanoatcs, U Noy4eHHbIN
pe3ynbrat 6yaetr mManovHbopMaTMBHbLIM. TakK Moay4MnocChb

PUCyHOK. M3BUNMHBI MO3ra C MEHBLLUMM OTHOCUTE/IbHBIM 0GHEMOM
Kopbl npu CABI ¢ JIKH no cpaBHeHwuto ¢ CABI 6e3 Kl

Figure. Brain gyri with lower relative cortex volume in ADHD
with MCI compared to ADHD without CP

CneBa CnpaBa

MpumedaHne. CNNOWHbLIM LIBETOM BbleNeHbl U3BUIIUHbI
C JOCTOBEPHbIM CHUXXEHWMEM 06BbEMOB KOPbl, 3aLUTPUXOBAHHbIM —
C TEHAEHLIMEN K CHUXKEHMIO.

Note. Continuous color indicates gyri with significant decrease
in cortical volumes, shaded color — with tendency to decrease.
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W B Hallem 1ccnefoBaHuu: cpaBHeEHME 06beAUHEHHON rpyn-
nbl CABI co 340pOBbIMM AE€TbMM MOKa3ano Hajiuyue CHU-
weHusa npu COABI o6beMoB BCero AByX U3BWAWH U TOMLLMH
BCEro ABYX U3BUINH — KOTOPOE, BO3MOXHO, U AEMOHCTPU-
pyeT HEMHOIOYUCEHHblEe 06LMe TPpeHabl AN KOMOPOUAHbIX
M Hekomopo6uaHbix ¢opm CABI. Ho ecnu 6bl onopa 6bina
TO/IbKO Ha 3TO CpaBHEHMEe, OT Hac Obl CKpbllacb KapTuHa
60nee MaclTabHbIX KOPKOBbIX UBMEHEHUI N PA3IUYNIN BHYT-
pu yyacTtHuMKoB ¢ CABI, n Halle NOHMMaHMe naToreHesa
CBI octanocb 6bl MOBEPXHOCTHBIM M HETOYHbIM. [puyem,
KaK BMAHO, 3HAYMMble PasnMyma NPSYYTCS U B OTHOLUEHWUHM
NOAKOPKOBbLIX A4€ep, ¥ B OTHOWEHUM MO3KEUKA.

Mexay TeM HM B OAHOM M3 MYNbTULLEHTPOBbIX KPYMHOKO-
FOPTHbIX MOPHOMETPUYECKMX, @ TaKKe NOYTU HWU B OAHOM U3
MOHOLIEHTPOBbIX UccneaoBaHui mo3ra npu CABI He yunThbl-
Basics BO3MOXHbIM BKnag JIKH B pesynbratbl. HaCTUYHO 3TO
MOXET BbITb CBA3aHO C OTHOCUTENBHO HU3KUM KITMHUYECKUM
nHTepecoM K JIKH no cpaBHEHUIO ¢ ApyrMMKM KOMOPOUAHbI-
vmn gna CABI pacctporctBamu. JlMWb HECKONbKO wMcche-
[OBaHUM nocssileHbl MOPGOMETPUYECKUM UIMEHEHUSMHU
Mo3ra npu Komop6uagHoctn CABI u gucnekcuun. C yyetom
MOMIYHYEHHbIX PEe3ynbTaTOB W BbICOKOWM MNpeAcTaBfEHHOCTH
NMKH npun CABI (B HaweMm uccnegoBaHWM OHU COCTaBWUM
53% cnyvyaes CABI) UcCKarKeHWe 1 HEenosMHOLLEHHOCTb OTpa-
WEeHUs peanbHblX n3ameHeHnin moara npu CABI 6e3 yyeTa
JTKH MoryT 6bITb O4€Hb CyLLECTBEHHbIMWU. Hanpumep, obunune
nccneaoBaHUm C BbISBNEHHbBIM CHUXXEHMEM 06bEMOB BMCOY-
HOW KOpbl HaTa/lKMBaET aBTOPOB Ha [OCTAaTO4YHO CMesble
BbIBOAbI O TOM, YTO «BMCOYHAA AONS UIPAET KIOYEBYIO POSib
B pa3sutum CABIM» [5]. OgHaKo B KOHTEKCTE NMpOBEeAEeHHOro
nccneaoBaHWs BUAHO, YTO BUCOYHbIE UBMEHEHMS MOTYT 6bITb
06yCnoBAEHbl HE N3YYEHHbIM B 3TMUX paboTax Bknagom JIKH,
rMaBHbIM 06pPa30M peyeBblX, A5 KOTOPbIX C TOMWYECKMX
GYHKUMOHANbHbIX MO3ULMI BUCOYHAA 3aUHTEPECOBAHHOCTb
KaK pas 04eHb XapaKTepHa.

Taknm o6pas3om, pesynbTaTbl MCCNeaoBaHUs AatoT BO3-
MOXHOCTb YTBEpPKAaTb, 4TO Y4eT conyTcTByoumx JIKH nosso-
ST yrNy6uTb NOHUMaHWE NaTOreHETUYECKUX MUKPOCTPYKTYP-
HbIX KoppenatoB CABI, a ux Hey4eT B YCNOBUSAX BEPOATHOM
HEOAHOPOAHOM MPEeACTaBNEHHOCTM B PasfiMyHbIX KOroptax
MOXET OblTb OAHOW M3 MPUYUH HE TOJIbKO HU3KOW WHOP-
MaTMBHOCTH, HO M NMPOTUBOPEYMUBOCTH PE3YNbTATOB TEKYLLMX
HEeMpoBU3yann3aLmnoHHbIX nccnegosanmn CABI.

[pyroi BbIBOA 3aK/to4aeTcs B TOM, 4To natoreHe3 CABI
¢ JIKH n 6e3 JIKH cyliecTBEHHO pa3nuyaeTcsd, npuyem, cyas
no Macwrtaby pasnuuunn, CABI ¢ JIKH ropasgo 6auxe K JIKH
6e3 CABI, yem K CABI 6e3 JIKH. 370, BOo-nepBbIX, B o4epea-
HOWM pa3 cTaBUT BOMpoc 06 06wHocTH atnonorum CABI n JIKH
B C/ly4ae Mx KOMOpP6GUAHOCTU U B CBA3K C 3TUM — 06 0OLIHO-
ctn atnonorum CABIC 1 JIKH B uenom, 4to gaBHO 06CyKAaET-
CSl Ha NpuMmepax oTaesnbHbIX cocTosHuM [21, 33]. Bo-BTOpbIX,
naTtoreHeTUYecKMe pas3nuyns noapasyMeBaloT BHeApeHWe
B MNpaKTuKy BeaeHus aeten ¢ CABI oco60M HaCTOPOMKEH-
HOCTW B OTHOLLEHMKU KOoMopObUuaHbIX JIKH 1 anddepeHumnpo-
BaHHbIX TepaneBTUYECKUX NMOAXOA0B K 3TUM [BYM cTaTycam,
4TO, UCXOAS M3 JIMYHOrO ONbiTa HAGNIOAEHWIW, KaK NpaBuno,
He peanuayeTtcs Unu peanuayetrcsa HeaddeKTUBHO. B Takom
cfly4ae MoJIHOUEHHbIM KOMMAEKCHbIM TepaneBTUYEeCKU noa-
Xo4 C ycTpaHeHuem cumntomatukn JIKH u nepecmoTtpom
MOHOTEPANUMU MOXET 3Ha4YMUTEeNbHO MOBLICUTb J1e4EeBHYI0
3PDEKTUBHOCTb, KAK MUHMMYM, NonoBuHbI cnydyaeB CBT,
M 3TO SIBNSIETCH CYLLECTBEHHbLIM PE3EPBOM yNyyLIEHMS MOMO-
LW AeTSM C JaHHOM NaTo/Iornen.

OTmeYyas nameHeHus, cneumduyHble ana CABI B ynctom
Buae (6e3 KIl), NnOMMMO CHUIKEHUS o6bema CKOpymMbl
M YaCTMYHO Tanamyca, o6palleHO BHUMaHWE Ha yBenu-
yeHMe 06BbEMOB KOpbl LIECTU W3BWAWH W TONLWMHbI KOpbI

O[IHOW WM3BWUNHbI OJHOBPEMEHHO CO CHWXXEHWEM 06beMoB
KOpbl YeTbipex M3BWAMH W TOMWMH KOpbl TPEX MW3BWIMH,
a TaKKe yBennyeHune obbema OTAENbHbIX MO3KEYKOBbIX
ponen (cM. Tabn. 6). YBennyeHne o6beEMOB U TONLLMH KOPbI
M3BUAWMH BOMbLIKMX NONYLWAPUIA HE SBASETCS YEM-TO PEAKUM
4151 MCUXOHEBPOJSIOTMYECKON MaToNOMMU U paHee [AEeMOH-
ctpupoBanock npu CABI y geten [14—-17]. BoicKa3biBaeTcs
HECKONbKO Pa3pO3HEHHbIX OOBbACHEHUN 3TOMY baKTy: CHU-
eHne GU3N0NOrMYEeCcKOM CUHANTUYECKON aKTUBHOCTK [53],
KOMMNEeHCaTOPHOE yBENMYEHNE CEPOro BELLECTBaA BCNEACTBME
CHUXEHWUS MUENnHU3aLUnKn n obbema 6enoro sellectea [53],
KOMMNeHcaTopHasa runepdPyHKLMOHaNbHOCTb OAHUX KOPKOBbIX
30H BCNeAcTBME HEAOCTAaTOYHOCTH Apyrux [15], 60NTAMBOCTb
npu CABI — KaK KoMmneHcatopHas runepdyHKLUS € yBENu-
YeHnem o06bema Kopbl IOOHbIX U3BUAKH [17]. B cBSI3U € 3TUM
npegnaraetca o6patuMTb BHUMaHWE Ha AOMOSHUTENbHbIE
pe3ynbTatbl NPEeACTaBAEHHOro UccneaoBaHUs. 340pOBble
y4acTHukM 1 rpynna JIKH 6e3 CABI noKasbiBaloT HE3HAUK-
TeNbHOE, HO YBEPEHHOE CHUMXKEHWE OTHOCUTENBHOIO 06bema
KOopbl 60bLIMX MONYLWapUN No Mepe yBenMyeHms Bo3pacTa
B KOPOTKOM BO3pacTHOM Auanas3oHe OT 7 Ao 8 net, u aToT
pes3ynbTaT COOTBETCTBYET YCTAHOBMIEHHLIM B HEMpOHayKax
npeacTaBneHnsM 0 GU3NONOTMYECKOM CHUXKEHUKU C BO3pac-
TOM 06bEMOB U TONLMHbI KOPbl FOJIOBHOrO Mo3ra. OgHaKko
y4acTHMKM 06enx rpynn CABI He noKa3anu JaHHOro TpeHaa,
No3TOMYy MOXHO yTBEpXKAaTb, 4To npu CABI B Hawewm nccne-
[l0BaHWM 06 bEMbI KOPbl HE CHMXKAOTCS C BO3PACTOM TakK, Kak
370 nonaraeTcs GU3NONOTUYECKH.

COOTBETCTBEHHO cAeNaHO NpPeanonoXeHue, Y4To AaH-
Has 3aJeprKa GU3MONOMMYECKOr0 CHUXKEHUS B OTAesb-
HbIX Yy4YaCTKax Kopbl 6OMbLIMX MOAyWapUh MOMXKET ObiTb
BECOMOW MPUYNHOW YBEMYEHHbIX 0O bEMOB 3TUX CTPYKTYP
Mo CPaBHEHWIO C APYTUMK rpynnamu. 3TO MOXKET TPaKTo-
BaTbCA KaK 3aJep)Ka uan 6osee MNo3gHee BKIKYEHWe
GU3MONOrMYeCcKUX ANHAMUYECKMX U3MEHEHUIMN MO3ra, 4TO
KNMHUKO-GYHKUMOHaNbHO 60siee BCero 6yaeT oTparkaTtbCs
B ABNEHUM WHPaAHTUAM3MA. [JaHHbIM MEXaHWM3MOM MOXK-
HO OGBACHUTbL U yBeNnYeHMe 06beMOB OTAENbHbIX AOSEK
MO3euKa.

CdhopmynnpoBaHHasa Hamu runoTesa NpPUYMHbI yBeaunde-
HUS 06BEMOB CEPOro BELLECTBA M3BWUIMH FOSIOBHOrO Mo3ra
npu CABI Bbicka3biBaeTcs Brnepsble. [peanonaraercs, 4To
npu 4mctblx dopmax CABI MoOXKeT 6biTb NapannenbHoe
HanMymMe ABYX NaTOreHeTUYeCKMX HEMPOKOrHUTUBHbLIX MPO-
LeccoB: 1) natonornyeckoe Hegopa3BUTUE 0O6BEMOB OHMX
HEeMpoMopdOOrMYeCKnx cybCcTpaToB, YTO KIIMHUYECKKU OTpa-
aeTcs B HefOCTaTOYHOCTM COOTBETCTBYIOLMX KOTMHUTUB-
HbIX QYHKUMI; 2) 3aaeprKKka GU3NONOTMYECKUX CTPYKTYPHbIX
M3MEHEHUN [APYrnx Henpomopdonornyeckux cybeTpaTtos,
4YTO 6yAeT COMPOBOXAATLCS WX YBEIMYEHWEM W KIMHWUYeE-
CKM — WH)aHTUAN3ALMEN OTAENbHbIX COCTaBASOWMX MNCU-
XWYECKOW AeATEeNbHOCTH.

B uenom gns Bcex NaToNOrMYecKux rpynn Xapakrep-
HO npeob6nagaHne MNpPaBOCTOPOHHUX WU3MEHEHUNW BO BCEX
aHaTOMMYECKMX OTAenax, 4To BOCMPOM3BOAWUT pe3y/bTaTbl
60/blUMHCTBA APYrMx uccnegosanm [11, 16, 54]. 31a npe-
MUMYLLECTBEHHO MPABOCTOPOHHSAS IOKann3aLus Koppenupy-
€T 1 C 60/blUEN BbIPaXKEHHOCTBIO KIIMHUYECKMX CUMMTOMOB,
M C NPaBOCTOPOHHEN PYHKLIMOHANbHOW aKTMBHOCTbIO MO3ra
npu CABI no gaHHbIM Aapyrux pa6ot [11, 55].

Y710 Kacaetcs JIKH, npuHATO pelueHWe BO3AepKaTbCs
OT AETaNbHOr0 aHann3a pes3ynbTaToB Y4aCTHUKOB C AaHHOM
naTonoruen, Tak Kak, HECMOTPSl Ha OMNpPeAENneHHyIo 3TUOSO-
TMYECKYIO U KIIMHMYECKYIO 06LWHOCTb [56], rpynna natonorum
JTIKH BKOYaET pasnnMyHble COCTOSAHUS, KaXKaoe M3 KOTOPbIX
MMeeT COBCTBEHHbIE HEMPOBU3Yann3aLMOHHbIE KOPPENSThI.
Tem He MeHee, cnefyeT 0co60 OTMETUTb BbIIBIEHHOE BNep-



Bble paclwnpeHne GOKOBbIX Xenyao4KoB, KOTOPOe B rpynne
JIKH 6e3 CABI BbICOKOAOCTOBEPHO MNpeBbiaeT abcontoT-
Hble 06beMbl KeNyao4yKOB 3[0poBbiXx AeTen Ha 48-53%,
a OTHocuTeNbHble 06beMbl — Ha 47-56% (cm. Tabn. 8).
MN3mepeHne pasmepoB OOKOBbLIX KeNyao4yKOB, KaK npaBu-
10, HaxoauTcs Ha nepudepun UcCnefoBaTeNbCKOro BHM-
MaHUs K MO3roBoM MOpPGhOMETPUM MPU HEMPOMCUXMYECKMX
3aboneBaHusix, X0Ta B nocneaHee Bpems NosiBUANCH JaHHble
B OTHOWeHuM aytmama [49, 57]. 3To cBABAHO C TeM, 4TO
ncenegoBaTenen UHTEPECYHOT NCUXODYHKLMOHaNbHble 06na-
CTW MO3ra, K KOTOpbIM GOKOBbIE KENYAOYKMU HE OTHOCHTCS.
Meay TeM B HEBPONOTMU U3MEHEHUS BOKOBbIX XKENyA04YKOB
paccMmaTpuBalOTCAd B Ka4yecTBe MapKepoB OPraHM4yecKux
W3MEHEHMM Mo3ra. B yacTHOCTH, paclumpeHne »enyaoyKoB
nosiBNSieTCA B NepBble 6 MeC XU3HW Kak CeacTBue nepwm-
BEHTPUKYNSPHON NenKoMansaumm n notepu 6enoro Bellecrea
npY MO3roBOM ULIEMWU-TUNOKCUM Y HEAOHOLLEHHbIX, @ TaKKe
KaK CneACTBME YMEPEHHOrO MepuHaTanbHOr0 MopaxKeHus
rOJIOBHOMO MO3ra (FrMNOKCUYECKU-ULeMMYecKas aHuedano-
natus) [58-60].

B cBA3KU ¢ 3TMM YMECTHO OTMETUTbL U Boslee Yyactoe pac-
npoctpaHeHune cpeam JIKH (6e3 CABI 1 ¢ CABI), no gaHHbIM
0630pHON OUEHKM MP-U3006paKeHU, aCUMMETPUNA Keny-
JOYKOB M MEJIKMX KUCTO3HbIX M3MEHEHWI pe3unayabHOro
reHesa (cMm. Taén. 5).

Taknm 06pas3om, Mbl MOXKEM MNPEeAnosIoXUTb, YTO HEeTH-
enble nepuHaTanbHble CO6bITUS, ocTaBass MopdOMETPU-
YyecKkMe MeTKM B BUAE HEeBO0MNbLIMX PaclIMPEHU GOKOBbIX
Kenyao4yKoB, MOMYT MPUCYTCTBOBaTb B aHamMHe3e W, COOT-
BETCTBEHHO, BNUATb Ha pa3BuThe JIKH y geten. 10T BaXKHbIN
BbIBOA HANpaBAsieT K NEPEOCMbICIEHNIO HEKOTOPbIX TE3UCOB
MKB-10, cornacHo KOTopbiM crieuuduyeckne paccTponcTaa
pPa3BUTUSA PeYn M A3blKa «HEMOCPEACTBEHHO HE COOTHOCATCS
C HapyweHU MU HEBPOMOrMYECKMX MEXAGHU3MOB», @ Cneuu-
duryeckme pacctporcTBa pa3BUTUA YYEOHbIX HaBbIKOB «He
06yCNnoOBMEHbl MOJIYYEHHOMW TPaBMOW WU MEPEeHECEHHON
60/1e3HbI0 FOIOBHOIO MO3ra», a TaKKe BblTeKalollero u3
HUX NpeacTaBneHns 06 OTOPBAHHOCTM COCTOSIHUI U3 TpyMnbl
JIKH oT HenponaTtonormu.

3AK/IIOMEHME

PesynbtaThl NpeacTaBAeHHOro UCCNeaoBaHUs TOYHO BOC-
NPOM3BOAAT pe3ynbTaTbl APYrMX paboT B OTHOLLIEHWW CNeLn-
OUYHOCTU UBMEHEHWI PasNnYHbIX MOAKOPKOBbLIX f4ep Ans
otaenbHblx rpynn CABI v Hanuuuna npu CABI npeunmylle-
CTBEHHO MPABOCTOPOHHMX MWKPOCTPYKTYPHbIX WM3MEHEHUIN
Ha BCex aHaTOMWMYeCcKMX ypoBHSX. Kpome Toro, Bnepsble
nokasaHo, 4To MOpdOMETPUYECKME NapaMeTpbl MO3ra npu
CABI' y mnagwmx WKONbHUKOB B 3aBUCMMOCTM OT Hanwu-
ynsa unmn otcytcteusa JIKH cyllecTBeHHO pasnuyatoTcs, npu
3TOM Pa3nMyna MeXay 3TMMKM cTaTycammu JOCTUraloT Takux
MacwTaboB, YTO OXBaTblBalOT 06beMbl TOTajlbHOr0 CEpPoro
BeLlecTBa rofIoBHOro Mo3ra 1 BCew Kopbl 60bLIXX Monylla-
pun. C y4eTOM BbICOKOW pacnpoCcTpaHEHHOCTU KOMOPOUAHbIX
JIKH npu CAOBI aTOT pe3ynbTaT AenaeT aKTyalbHbIM nepe-
CMOTp oOpraHusaunn MopdoMeTPUYECKUX uccreaoBaHumn
CABI" ¢ uenbto 06beKTUBU3aLMN PEIYNLTATOB U YrNybneHus
noHnmaHusa natoreHeza C[ABI. Kpome TOro, HanpawwuBa-
eTca Heo6X0AMMOCTb NMepPecMoTpa KIMHUYECKMX NOAXOL0B
K BeaeHuto geten ¢ CABI. Brnepsble 6b110 MOKa3aHo pac-
LMpeHne 6OKOBbIX enyaodkoB y aeten ¢ JIKH 6e3 CABI,
4TO BMecCTe ¢ 60/bluel 4acTOTOM YCIOBHO-NATONOMMYECKMX
MaKpPOCTPYKTYPHbIX M3MEHEHUI aKTyanu3upyeT MnepeoLeH-
Ky 9TMOMOMMKU 3TUX COCTOSIHWM, TaK KaK BbICOKOBEPOATHO
CBMAETENbCTBYET O NEPEHECEHHON NepuHaTanbHOW NaTono-
MM MO3ra B aHaMHe3e CyUeCTBEHHOM 4YacCTU Y4aCTHUMKOB
¢ JIKH. Pesynbratbl MccnegoBaHWs MO3BOMAAKOT Npeanoso-

XWUTb NpU YnuctoM BapuaHTe CABI HanuvynMe oaHOBPEMEH-
HO ABYX MaTOreHEeTUMYECKUX TPaEeKTOpUi — Heaopas3BUTUA
KOpbl B OAHWX 06MaCTAX M 3afeprKKU BO3PacT-3aBUCUMbIX
OU3NONOTUYECKUX UBMEHEHWUI KOpbl B APYruX, YTO MMeeT
dyHAaMeHTanbHOE 3HavyeHue AN MOHMMaHWS MpPOoLLeccoB
HEMPOOHTOreHes3a npu 3TUX cocTosiHKUAX. [To Mepe npoaon-
EHUS UccneaoBaHusl ecTb Lieb NonyyYnTb 6onee MoLHoe
CTATUCTUYECKOE MNOATBEPHKAEHUE YKe 3adUKCUPOBAHHbIX
OTK/IOHEHWW U, BO3MOXKHO, BbIIBUTb HOBble 3aKOHOMEPHO-
CTU B n3y4yaeMon obnactu.

UCTOYHUK ®UHAHCUPOBAHMUSA
OTcytcTBYET.

FINANCING SOURCE
Not specified.

PACKPbLITUE UHTEPECOB

lA. Kapkawapse — u4TeHue nekumn ana dapmaues-
Tnyeckmx KomnaHuin Opella Healthcare Russia, «MaTtepwua
Megawnka XongnHm, «fepodapm», Organon, «CoTeKe».

J1.C. HamasoBa-bapaHoBa — nony4yeHue uccneno-
BaTe/IbCKUX TPaHTOB OT dapMaLeBTUYECKUX KOMMaHUM
«Tbep Pabp», Genzyme Europe B.V., 000 «AcTpa3eHeKka
dapmacbioTnkana», Gilead / PRA «PapmacbioTuKan
Pucepy Accowwnantc CuAindc», Bionorica, Teva Branded
Pharmaceutical Products R&D, Inc /OO0 «MMNA4 OeBenonMeHT
(CmoneHcK)», «CtannepxeH C.A» /«KBuHTamnc le3am6X»
(ABCTpMSA).

OcTtanbHble aBTOpPbl CTaTbW MOATBEPAMAM OTCYTCTBUE
KOH®}NIMKTa MHTEPECOB, O KOTOPOM HEOOXOAMMO COOBLNTD.

DISCLOSURE OF INTEREST

George A. Karkashadze — lecturing for pharmaceutical
companies Opella Healthcare Russia, Materia Medica
Holding, GEROPHARM, Organon, Sotex.

Leyla S. Namazova-Baranova — receiving research
grants from pharmaceutical companies Pierre Fabre,
Genzyme Europe B.V., Astra Zeneca PLC, Gilead / PRA
“Pharmaceutical Research Associates CIS”, Bionorica,
Teva Branded Pharmaceutical products R&D, Inc / “PPD
Development (Smolensk)” LLC, “Stallerzhen S.A.” / “Quintiles
GMBH” (Austria).

Other authors confirmed the absence of a reportable
conflict of interests.

BKJIAl ABTOPOB
lA. Kapkawapase — nnaHupoBaHuWe wuccnenoBsa-
HUS, KOHTPO/Sb MNPOBEAEHUS WCCNeAOBaHUSA, PEKPYTUHI

y4acTHWKOB, HEBPOJOrnyeckoe o6GcneaoBaHWe, CTaTUCTU-
yecKasi o6paboTKa WM aHanu3 [aHHbIX, NOArOTOBKa TEKCTa
ny6anKaLnu.

A.N. dupymsaHL — oOLEHKa M NpoBepKa KayecTBa
MP-n3o6paxeHun, ydactne B MP-mopdomeTpun, noarotos-
Ka nyéanKaumm.

H.C. lUunkKo — IT- nogaep»Ka v NporpamMmMHbIN UHXKUHK-
puHr MP-mopdomeTpun.

H.C. CeprueHKo — pPEeKpPYTUHT y4aCTHUKOB, HEBPONOIK-
yecKoe obcnegoBaHue.

10.B. HectepoBa — peKpyTUHI y4aCTHUKOB, HEBPOIOIK-
yecKoe obcnegoBaHue.

JI.M. AubIK — pPEKPYTUHI Y4aCTHUKOB, HEBPOIOrM4yecKkoe
ob6cnegoBaHue.

E.H. PyaeHKo — HeBponornyeckoe obcnegoBaHue.

M.WU. Nonne — ncuxmnatpuyeckoe obcneqoBaHme.

T.A. CanumrapeeBa — fiororneanyeckoe obcnegoBaHme,
KOHTPO/Ib NPOBEAEHNUS UCCeAOBaHUS.

6 H CURRENT PEDIATRICS /2024 / V.23 /N2 6

0

BOMPOCbI COBPEMEHHOM NMEAUATPUM / 2024 / TOM 23 / N



Original Article

IS

80

OpuruHanbHas cTaTbs

T.10. [lorGepawBuAM — HENPOMNCUXONOrMYECKOE
obcnegoBaHue.
H.E. CepreeBa — Henponcuxonornyeckoe ob6cene-

[oBaHue.

T.A. KOHCTaHTUHUAKN — HeWponcuxonornyeckoe obene-
[oBaHue.

C.X. CapunnoeBa — HeWponcuxonormyeckoe ob6ene-
[oBaHue.

M.A. KypakuHa — noroneguyeckoe o6cregoBaHue.

B.B. ibsiueHKo — npoBegeHne MPT.

U.A. MoBanseBa — cTaTUCTMYecKass 06paboTKa M aHa-
N3 AaHHbIX.

E.B. borpaHoB —
MP-mopdomeTpum.

A.N. PoikyHOBa — cTaTUCTM4eCcKas o6paboTKa 1 aHanm3
[aHHbIX.

E.A. BuwHeBa — nnaHUMpOBaHWE WCCNENOBAHMS,
KOHTPO/Ib NMPOBEAEHMS UCCNe0BaHMS.

E.B. KaiTtykoBa — niaHuMpoBaHWE WCCNefOBaHUS,
KOHTPO/Ib MPOBEAEHMS UCCNe0BaHMS.

K.E. 3deHauneBa — noarotoBka nybavKaLumu.

J1.C. Hama3oBa-bapaHoBa — nnaHnpoBaHWe nccneno-
BaHMs, obLiee pyKOBOACTBO, NOArOTOBKa NyGanMKauuu.

NPOrpaMMHbIR  UHXWUHUPUHT

AUTHORS’ CONTRIBUTION

George A. Karkashadze — study planning and
control, patients’ enrolment, neurological examination,
statistical processing and data analysis, manuscript text
preparation.

Alexey l. Firumyants — evaluation of MR brain image,
quality check of MR brain images, participation in MR
morphometry, manuscript text preparation.

Nikita S. Shilko — IT support and software engineering
of MR morphometry.

Nataliya S. Sergienko —
neurological examination.

Yuliya V. Nesterova — patients’ enrolment, neurological
examination.

Leonid M. Yatsyk — patients’ enrolment, neurological
examination.

Elena N. Rudenko — neurological examination.

Mikhail I. Polle — psychiatric examination.

Tatiana A. Salimgareeva — logopedic examination,
study control.

Tinatin Yu. Gogberashvili —
examination.

patients’ enrolment,

neuropsychological

CMUCOK JIUTEPATYPbI / REFERENCES

1. Opel N, Goltermann J, Hermesdorf M, et al. Cross-Disorder Analysis
of Brain Structural Abnormalities in Six Major Psychiatric Disorders:
A Secondary Analysis of Mega- and Meta-analytical Findings From
the ENIGMA Consortium. Biol Psychiatry. 2020;88(9):678-686.
doi: https://doi.org/10.1016/j.biopsych.2020.04.027

2. Dipietro L, Gonzalez-Mego P, Ramos-Estebanez C, et al.
The evolution of Big Data in neuroscience and neurology. J Big
Data. 2023;10(1):116. doi: https://doi.org/10.1186/s40537-
023-00751-2

3. PupymsaHy A.U., HamazoBa-bapaHoBa J1.C., Kapkawaaze A. n ap.
MopdomeTpusi ronoBHOro Mo3ra — nepeaoBoi MeToa HEMPOBU3Y-
ann3aLMOHHOro KapTMpoBaHus y aeten // Bonpockl cOBPEMEHHOM
negnatpun. — 2023. —T.22. — N2 6. — C. 521 -527. — doi: https://
doi.org/10.15690/vsp.v22i6.2707 [Firumyants Al, Namazova-
Baranova LS, Karkashadze GA, et al. Brain Morphometry is an
Advanced Method of Neuroimaging Mapping in Children. Voprosy
sovremennoi pediatrii — Current Pediatrics. 2023;22(6):521-527.
(In Russ). doi: https://doi.org/10.15690/vsp.v22i6.2707]

Nataliya E. Sergeeva — neuropsychological
examination.

Tatiana A. Konstantinidi — neuropsychological examination.

Safarbegim Kh. Sadilloeva — neuropsychological
examination.

Marina A. Kurakina — logopedic examination.

Viktor V. Dyachenko — conducting MRI.

Inessa A. Povalyaeva — statistical processing and data
analysis.

Evgeniy V. Bogdanov — software engineering of MR
morphometry.

Anastasiya |. Rykunova — statistical processing and
data analysis.

Elena A. Vishneva — study planning and control.

Elena V. Kaytukova — study planning and control.

Kamilla E. Efendieva — manuscript preparation.

Leyla S. Namazova-Baranova — study planning, overall
guidance, manuscript text preparation.

ORCID

lA. Kapkawapse
https://orcid.org/0000-0002-8540-3858
A.N. dDupymaHy
https://orcid.org/0000-0002-5282-6504
H.C. CeprueHKo
https://orcid.org/0000-0002-5036-8407
10.B. HectepoBa
https://orcid.org/0000-0002-0596-631X
.M. AubIK
https://orcid.org/0000-0003-0892-3726
T.10. Tor6epawBunm
https://orcid.org/0000-0001-9790-7490
H.E. CepreeBa
https://orcid.org/0000-0001-7218-8434
M.A. KypakuHa
https://orcid.org/0009-0006-3747-3743
A.WU. PbikyHOBa
https://orcid.org/0000-0001-5790-6223
E.A. BuwHeBa
https://orcid.org/0000-0001-7398-0562
E.B. KaittykoBa
https://orcid.org/0000-0002-8936-3590
K.E. 3deHauneBa
https://orcid.org/0000-0003-0317-2425
J1.C. HamasoBa-bapaHoBa
https://orcid.org/0000-0002-2209-7531

4. Yu M, Gao X, Niu X, et al. Meta-analysis of structural and
functional alterations of brain in patients with attention-deficit/
hyperactivity disorder. Front Psychiatry. 2023;13:1070142.
doi: https://doi.org/10.3389/fpsyt.2022.1070142

5. Albajara Saenz A, Villemonteix T, Massat |. Structural and
functional neuroimaging in attention-deficit/hyperactivity disorder.
Dev Med Child Neurol. 2019;61(4):399-405. doi: https://doi.org/
10.1111/dmcn.14050

6. Bedford SA, Lai MC, Lombardo MV, et al. Brain-charting autism and
attention deficit hyperactivity disorder reveals distinct and overlapping
neurobiology. medRxiv [Preprint]. 20237:2023.12.06.23299587.
doi: https://doi.org/10.1101,/2023.12.06.23299587

7. Hoogman M, Muetzel R, Guimaraes JP, et al. Brain Imaging of
the Cortex in ADHD: A Coordinated Analysis of Large-Scale Clinical
and Population-Based Samples. Am J Psychiatry. 2019;176(7):
531-542. doi: https://doi.org/10.1176 /appi.ajp.2019.18091033
8. Narr KL, Woods RP, Lin J, et al. Widespread cortical thinning
is a robust anatomical marker for attention-deficit/hyperactivity



disorder. J Am Acad Child Adolesc Psychiatry. 2009;48(10):
1014-1022. doi: https://doi.org/10.1097 /CHI.Ob013e3181b395c0
9. Silk TJ, Beare R, Malpas C, et al. Cortical morphometry in
attention  deficit/hyperactivity disorder: contribution of
thickness and surface area to volume. Cortex. 2016;82:1-10.
doi: https://doi.org/10.1016/j.cortex.2016.05.012

10. Shaw P Eckstrand K, Sharp W, et al. Attention-deficit/
hyperactivity disorder is characterized by a delay in cortical
maturation. Proc Natl Acad Sci U S A. 2007;104(49):19649-19654.
doi: https://doi.org/10.1073/pnas.0707741104

11. Almeida L, Ricardo-Garcell J, Prado H, et al. Reduced right
frontal cortical thickness in children, adolescents and adults
with ADHD and its correlation to clinical variables: a cross-
sectional study. J Psychiatr Res. 2010;44(16):1214-1223.
doi: https://doi.org/10.1016/j.jpsychires.2010.04.026

12. Ambrosino S, de Zeeuw P, Wierenga LM, et al. What can cortical
development in attention-deficit/hyperactivity disorder teach
us about the early developmental mechanisms involved? Cereb
Cortex. 2017;27(9):4624-4634. doi: https://doi.org/10.1093/
cercor/bhx182

13. Wolosin SM, Richardson ME, Hennessey JG, et al. Abnormal
cerebral cortex structure in children with ADHD. Hum Brain Mapp.
2009;30(1):175-184. doi: https://doi.org/10.1002/hbm.20496
14. Aimeida Montes L, Prado Alcantara H, Martinez Garcia R,
et al. Brain cortical thickness in ADHD: age, sex, and clinical
correlations. J Atten Disord. 2012;17(8):641-654. doi: https://doi.
org/10.1177/1087054711434351

15. Luo X, Lin X, Ide JS, et al. Male-specific, replicable and functional
roles of genetic variants and cerebral gray matter volumes in ADHD:
a gene-wide association study across KTN1 and a region-wide
functional validation across brain. Child Adolesc Psychiatry Ment Health.
2023;17(1):4. doi: https://doi.org/10.1186/s13034-022-00536-0
16. Chiang HL, Lin HY, Tseng WI, et al. Neural substrates underpinning
intra-individual variability in children with ADHD: A voxel-based
morphometry study. J Formos Med Assoc. 2022;121(2):546-556.
doi: https://doi.org/10.1016/j.jfma.2021.06.003

17. Kaya BS, Metin B, Tas ZC, et al. Gray matter increase in
motor cortex in pediatric ADHD: a voxel-based morphometry
study. J Atten Disord. 2018;22(7):611-618. doi: https://doi.org/
10.1177/1087054716659139

18. Makris N, Liang L, Biederman J, et al. Toward Defining the
Neural Substrates of ADHD: A Controlled Structural MRI Study in
Medication-Naive Adults. J Atten Disord. 2015;19(11):944-953.
doi: https://doi.org/10.1177/1087054713506041

19. Moreno-Alcdzar A, Ramos-Quiroga JA, Radua J, et al. Brain
abnormalities in adults with Attention Deficit Hyperactivity
Disorder revealed by voxel-based morphometry. Psychiatry Res
Neuroimaging. 2016;254:41-47. doi: https://doi.org/10.1016/
j.pscychresns.2016.06.002

20. Backhausen LL, Herting MM, Tamnes CK, Vetter NC. Best
Practices in Structural Neuroimaging of Neurodevelopmental
Disorders. Neuropsychol Rev. 2022;32(2):400-418.
doi: https://doi.org/10.1007 /s11065-021-09496-2

21. Mueller KL, Tomblin JB. Examining the comorbidity of language
disorders and ADHD. Top Lang Disord. 2012;32(3):228-246.
doi: https://doi.org/10.1097 /TLD.0b013e318262010d

22. Katsarou DV, Efthymiou E, Kougioumtzis GA, et al. Identifying
Language Development in Children with ADHD: Differential
Challenges, Interventions, and Collaborative Strategies. Children
(Basel). 2024;11(7):841. doi: https://doi.org/10.3390/
children11070841

23. Tsui KW, Lai KY, Lee MM, et al. Prevalence of motor problems
in children with attention deficit hyperactivity disorder in Hong
Kong. Hong Kong Med J. 2016;22(2):98-105. doi: https://doi.org/
10.12809/hkmj154591

24. DuPaul GJ, Gormley MJ, Laracy SD. Comorbidity of LD and
ADHD: implications of DSM-5 for assessment and treatment.
J Learn Disabil. 2013;46(1):43-51. doi: https://doi.org/
10.1177,/0022219412464351

25. Chan ESM, Shero JA, Hand ED, et al. Are Reading Interventions
Effective for At-Risk Readers with ADHD? A Meta-Analysis.
J Atten Disord. 2023;27(2):182-200. doi: https://doi.org/
10.1177,/10870547221130111

26. McGrath LM, Stoodley CJ. Are there shared neural correlates
between dyslexia and ADHD? A meta-analysis of voxel-based

morphometry studies. J Neurodev Disord. 2019;11(1):31.
doi: https://doi.org/10.1186/s11689-019-9287-8

27. Jednorég K, Gawron N, Marchewka A, et al. Cognitive
subtypes of dyslexia are characterized by distinct patterns of
grey matter volume. Brain Struct Funct. 2014;219(5):1697-1707.
doi: https://doi.org/10.1007 /s00429-013-0595-6.

28. Xia Z, Hoeft F, Zhang L, Shu H. Neuroanatomical anomalies of
dyslexia: Disambiguating the effects of disorder, performance, and
maturation. Neuropsychologia. 2016;81:8-78. doi: https://doi.org/
10.1016/j.neuropsychologia.2015.12.003

29. Liégeois F, Mayes A, Morgan A. Neural Correlates of
Developmental Speech and Language Disorders: Evidence
from Neuroimaging. Curr Dev Disord Rep. 2014;1(3):215-227.
doi: https://doi.org/10.1007 /s40474-014-0019-1

30. Morgan A, Bonthrone A, Liégeois FJ. Brain basis of childhood
speech and language disorders: are we closer to clinically
meaningful MRI markers? Curr Opin Pediatr. 2016;28(6):725-730.
doi: https://doi.org/10.1097 /MOP.0000000000000420

31. Ullman MT, Clark GM, Pullman MY, et al. The neuroanatomy of
developmental language disorder: a systematic review and meta-
analysis. Nat Hum Behav. 2024;8(5):962-975. doi: https://doi.org/
10.1038/541562-024-01843-6

32. Lee MM, Drury BC, McGrath LM, Stoodley CJ. Shared grey matter
correlates of reading and attention. Brain Lang. 2023;237:105230.
doi: https://doi.org/10.1016/j.bandl.2023.105230

33. Jagger-Rickels AC, Kibby MY, Constance JM. Global gray
matter morphometry differences between children with reading
disability, ADHD, and comorbid reading disability/ADHD. Brain
Lang. 2018;185:54-66. doi: https://doi.org/10.1016/j.bandl.
2018.08.004

34. Langer N, Benjamin C, Becker BLC, Gaab N. Comorbidity of
reading disabilities and ADHD: Structural and functional brain
characteristics. Hum Brain Mapp. 2019;40(9):2677-2698.
doi: https://doi.org/10.1002/hbm.24552

35. Brown TT, Jernigan TL. Brain development during the
preschool years. Neuropsychol Rev. 2012;22(4):313-333.
doi: https://doi.org/10.1007 /s11065-012-9214-1

36. Vijayakumar N, Mills KL, Alexander-Bloch A, et al. Structural
brain development: A review of methodological approaches
and best practices. Dev Cogn Neurosci. 2018;33:129-148.
doi: https://doi.org/10.1016/j.dcn.2017.11.008

37. O'Brien LM, Ziegler DA, Deutsch CK, et al. Statistical adjustments
for brain size in volumetric neuroimaging studies: Some practical
implications in methods. Psychiatry Res. 2011;193(2):113-122.
doi: https://doi.org/10.1016/j.pscychresns.2011.01.007

38. Desikan RS, Ségonne F, Fischl B, et al. An automated labeling
system for subdividing the human cerebral cortex on MRI scans into
gyral based regions of interest. Neuroimage. 2006;31(3):968-980.
https://doi.org/10.1016/j.neuroimage.2006.01.021

39. Backhausen LL, Herting MM, Buse J, et al. Quality Control
of Structural MRI Images Applied Using FreeSurfer-A Hands-On
Workflow to Rate Motion Artifacts. Front Neurosci. 2016;10:558.
doi: https://doi.org/10.3389/fnins.2016.00558

40. Hoogman M, Bralten J, Hibar DP, et al. Subcortical brain volume
differences in participants with attention deficit hyperactivity
disorder in children and adults: a cross-sectional mega-analysis.
Lancet Psychiatry. 2017;4(4):310-319. doi: 10.1016/S2215-
0366(17)30049-4

41. Klein M, Walters RK, Demontis D, et al. Genetic Markers of
ADHD-Related Variations in Intracranial Volume. Am J Psychiatry.
2019;176(3):228-238. doi: https://doi.org/10.1176/appi.
ajp.2018.18020149

42. Houk JC, Adams JL, Barto AG. A Model of How the Basal Ganglia
Generate and Use Neural Signals that Predict Reinforcement. In:
Models of Information Processing in the Basal Ganglia. Houk JC,
Davis JL Beiser DG, eds. Cambridge, MA: MIT Press; 1995. Ch. 13.
pp. 249-270. doi: https://doi.org/10.7551/mitpress/4708.001.0001
43. Haruno M, Kuroda T, Doya K, et al. A neural cor-relate of
reward-based behavioral learning in caudate nucleus: a functional
magnetic resonance imaging study of a stochastic decision task.
J Neurosci. 2004;24(7):1660-1665. doi: https://doi.org/10.1523/
JNEUROSCI.3417-03.2004

44. O'Doherty J, Dayan P, Friston K, et al. Temporal difference
models and reward-related learning in the human brain. Neuron.
2003;38:329-337.

©
f=li

=
~
[\
N
=
~
<
N
[}
N
~
[72]
o
=
=
[a]
w
o
=
4
w
o
o
=2
o

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2024 / TOM 23 / N2 6



Original Article

OpuruHanbHas cTaTbs

45. Doidge JL, Flora DB, Toplak ME. A Meta-Analytic Review
of Sex Differences on Delay of Gratification and Temporal
Discounting Tasks in ADHD and Typically Developing Samples.
J Atten Disord. 2021;25(4):540-561. doi: https://doi.org/
10.1177/1087054718815588

46. Ziegler S, Pedersen ML, Mowinckel AM, Biele G. Modelling
ADHD: A review of ADHD theories through their predictions for
computational models of decision-making and reinforcement
learning. Neurosci Biobehav Rev. 2016;71:633-656. doi: https://
doi.org/10.1016/j.neubiorev.2016.09.002

47. Luman M, Tripp G, Scheres A. Identifying the neurobiology
of altered reinforcement sensitivity in ADHD: a review and
research agenda. Neurosci Biobehav Rev. 2010;34(5):744-754.
doi: https://doi.org/10.1016/j.neubiorev.2009.11.021

48. Lisman JE, Grace AA. The Hippocampal-VTA Loop: Controlling the
Entry of Information into Long-Term Memory. Neuron. 2005;46(5):
703-713. doi: https://doi.org/10.1016/j.neuron.2005.05.002

49. Prigge MBD, Lange N, Bigler ED, et al. A 16-year study of
longitudinal volumetric brain development in males with autism.
Neuroimage. 2021;236:118067. doi: https://doi.org/10.1016/
j.neuroimage.2021.118067

50. Brovelli A, Nazarian B, Meunier M, Boussaoud D. Differential
roles of caudate nucleus and putamen during instrumental
learning. Neuroimage. 2011;57(4):1580-1590. doi: https://doi.
org/10.1016/j.neuroimage.2011.05.059

51. Haruno M, Kawato M. Different neural correlates of reward
expectation and reward expectation error in the putamen and
caudate nucleus during stimulus-action-reward association
learning. J Neurophysiol. 2006;95(2):948-959. doi: https://doi.org/
10.1152/jn.00382.2005

52. Guida P, Michiels M, Redgrave P, et al. An fMRI meta-
analysis of the role of the striatum in everyday-life vs laboratory-
developed habits. Neurosci Biobehav Rev. 2022;141:104826.
doi: https://doi.org/10.1016/j.neubiorev.2022.104826

53. Sowell ER, Thompson PM, Welcome SE, et al. Cortical
abnormalities in children and adolescents with attention-deficit
hyperactivity disorder. Lancet. 2003;362(9397):1699-1707.
doi: https://doi.org/10.1016,/S0140-6736(03)14842-8

54. Valera EM, Faraone SV, Murray KE, Seidman LJ. Meta-analysis
of structural imaging findings in attention-deficit/hyperactivity
disorder. Biol Psychiatry. 2007;61(12):1361-1369. doi: https://
doi.org/10.1016/j.biopsych.2006.06.011

55. Hart H, Radua J, Nakao T, et al. Meta-analysis of functional
magnetic resonance imaging studies of inhibition and
attention in attention-deficit/hyperactivity disorder: exploring
task-specific, stimulant medication, and age effects. JAMA
Psychiatry. 2013;70(2):185-198. doi: https://doi.org/10.1001/
jamapsychiatry.2013.277

56. Kapkawagse lA., lor6epawsunu T.HO., KoHcTaHTMHUAK T.A. v ap.
OAHOMOMEHTHOE MONyNALUOHHOE WCCNef0BaHWe PacnpOCTPaHeH-
HOCTU NIETKUX KOTHWTUBHBIX HapyWeHWH y feTel CpedHero WKoNb-
HOro Bo3pacTta // BecTHuk Poccuiickor akagemmu MeaMLMHCKUX
HayKk. — 2023. — T. 78. — N2 4. — C. 329-347. — doi: https://
doi.org/10.15690/vramn12460 [Karkashadze GA, Kaitukova EV,
Gogberashvili TY, et al. A Single-Stage Population-Based Study of the
Relationship between Cognitive and Somatic Health Parameters in
Children of Secondary School Age. Annals of the Russian Academy
of Medical Sciences. 2023;78(5):408-430. doi: https://doi.org/
10.15690/vramn14392]

57. Shiohama T, Ortug A, Warren JLA, et al. Small Nucleus
Accumbens and Large Cerebral Ventricles in Infants and Toddlers
Prior to Receiving Diagnoses of Autism Spectrum Disorder. Cereb
Cortex. 2022;32(6):1200-1211. doi: https://doi.org/10.1093/
cercor/bhab283

58. Chao CP, Zaleski CG, Patton AC. Neonatal hypoxic-ischemic
encephalopathy: multimodality imaging findings. Radiographics.
2006;26(Suppl 1):S159-S172. doi: https://doi.org/10.1148/
rg.26si065504

59. Fichera G, Stramare R, Bisogno G, et al. Neonatal cerebral
ultrasound: anatomical variants and age-related diseases.
JUltrasound.2024;27(4):993-1002. doi: https://doi.org/10.1007 /
s40477-024-00914-8

60. Varghese B, Xavier R, Manoj VC, et al. Magnetic resonance
imaging spectrum of perinatal hypoxic-ischemic brain injury. Indian
J Radiol Imaging. 2016;26(3):316-327. doi: https://doi.org/
10.4103/0971-3026.190421

Moa peaakuuen J1.C. HamasoBon-bapaHoBoi

Mockga: Megnatpb, 2024. 880 c.

3HUMKNONEAUA AN POAUTENEN

neten, 06HOBNEHHbIN B 2024 T.

[ONs Bac 1 Ballel CEMbMU.

3 HUMKNoNeansa Ans poavtenen — 3TO YHUKalbHbIM ob6pa3oBaTesb-
HbIM npoeKT Coto3a negnaTpoB Poccuun, HanpaBfiEHHbIM Ha NpocBe-
LleHMe poauTenen nNo BONPOCaM COXPaHEHUA U YKpPeNNeHns 340p0oBbs

B KHUre Bbl HangeTe caMyto MPOBEPEHHYI0 MHDOPMaLMIO MO cleayto-
WMM TeMaMm: pauuoHaNbHOE NUTaHue, pa3BUTME U BOCMWUTaHME AETEN,
npodunakTMka BaKUMHOYMpaBisSeMbIX MHPEKUMIA, OKa3aHWe nepBow
NMOMOLLM, COLManbHbIE U LOPUANYECKME acNEKTbI POAMTENLCTBA.

JHUMKNoNeaus ana poanTenen — Ball HaAeXHblM NOMOLLHWK U COBET-
YUK Ha KaXKAOM aTane pocTa M pa3BUTUA pebeHKa, U Mbl Hageemcs,
YTO 3Ta KHMUra CTaHEeT HE3aMEHWMbIM UCTOYHUKOM 3HaHUI U NOALEPIHKKM

JHURKNONERHS

ANA poguTenen

© OO0 VspatenbcTtBO «lMeguaTtpb», 2024 ¢ www.Spr-journal.ru

PEKITAMA




KnuHunyecKoe Ha6nwoaeHue

https://doi.org/10.15690/vsp.v23i6.2834 M) Check for updates

E.C. 3acteno?, 3.H. ®egynoBal, A.H. Fa6pukesuy?, T.B. CKounnosal, A.U. XaBKuH?

1 UMY, HuskHuit HoBropog, Poccuitckas deaepauus
2 HWKMW petctBa, MockBa, Poccuiickas deaepauus

bone3Hb BunbcoHa — KoHoBanoBa.
[0eOloT U CNOKHOCTb AUArHOCTUKH
Ha npumMepe KJIIMHU4YEeCKOoro cjay4yas

KoHTaKTHas nHdpopmauums:

3acteno EneHa CepreeBHa, KaHanMaaT MEAMLIMHCKMX HaYK, AOLEHT Kadeapsl neauatpum um. ®.[. ArapoHoa Grb0Y BO «[puBOMKCKUIA
1ccnefoBaTeNbCKU MeAULIMHCKUIA yHUBEpCHUTET» MUH3apaBa Poccuu

Appec: 603000, HuxkHui Horopog, yn. Cemaluko, a. 22/1, ten. (pab.): +7 (831) 467-12-42, Ten. (M06.): +7 (920) 028-57-22,
e-mail: dr_zastelo_e@rambler.ru

Cratbsl noctynuna: 06.04.2024, npuHaTa K neyatu: 16.12.2024

0O6ocHoBaHMe. PesKasi BcTpeyaeMocTb 60/1e3HM BunscoHa — KoHoBasioBa, pa3Hoobpa3ne KIMHUYECKON KapTuHbI, AJu-
Te/IbHOEe /IaTEHTHOE TeYeHue, 0COBEHHOCTU Hac/ieoBaHWUs 3aTPyaHSIOT AMAarHOCTUKY U TPeByoT MEXAMCUMMTIMHAPHOIo
rnoaxofa co CTOPOHbI Bpayei. OnucaHue KIMHUYEeCKOro ciyyasi. B ctatbe npuBOAMTCS ONUCaHUe KIIMHUYECKOro CJlydasi
60s1e3HU BunbcoHa — KoHoBasioBa — peaKoro Hac/ieACTBEHHOIO My/IsTUCUCTEMHOro 3ab0/eBaHus, BepBble AUarHocTu-
poBaHHoro y naumeHTkn @., 13 net. MaHngecTnpoBaia 601e3Hb B Bo3pacTe 6 1eT — 104 MacKoy ractpoasopareasb-
How pegatoKcHon 6one3Hn. Crnycts 4 roga 6blinM AMarHoCTMPOBaHbl CUHAPOMbI renaTtoMeraanu, UMToam3a m xoaectasa,
Ha OCHOBaHMM 4Yero BbICTaBJ/IEH AMArHo3 renatuta HeYyTOYHEHHOIo reHesa, KOTopbIi TpeboBasl AallbHeNLEero yToYHeHHS.
B Bo3pacTte 12 net 6b110 BbiSIBIEHO CHUKEHNE YPOBHS CBOOOAHON MEAN B KPOBH, @ Npoba ¢ NeHULMIIaMMHOM OKalalach
10710)KMTEIbHON. [1pOBEAEH MONIEKY/ISIPHO-TEHETUYECKNIA aHalu3 M BbISIB/IEH NaToreHHsIn BapmnaHT ¢.3207C>A reHa ATP7B
B retepo3uroTHOM COCTOSIHMM. Mcrosib30BaHne AnarHOCTUHECKOM OLEHOYHOM LKasbl 60/1e3HM BuabcoHa — KoHoBasioBa
(Nlesnumr, 2001) no3Bosmiao Habpatb 4 6anna: Lepynonna3mMmH cbiIBOPOTKM < 20 Mr/a1 — 1 6asi, yBeandeHue dKCKpeLnm
meau ¢ mo4yor 6osiee 5 Hopm npu npobe ¢ neHuynanammHom — 2 6asna, natoreHHbir BapuaHt ¢.3207C>A reHa ATP7B
B retepo3nrotHoM coctosiHum — 1 6asn. [JaHHoe Ko/m4ecTBO 6a/i/loB COOTBETCTBYET AMarHo3dy 60/7e3HU BuabcoHa —
KoHoBasnoBa. Mcnonb3oBaHme XenatHoM W renatornpoTEKTUBHON Tepannu MpUBEO K MOIOKUTE/IbHON AnHamMuKe. Takum
06pa3oM, AebloTnpoBaTb 60/1€3Hb MOMET HecneympuyeckuM, 6eCCUMNTOMHbLIM MOBbILIEHUEM TpaHcaMuHa3 U yabTpa-
3BYKOBbIMU U3MEHEHMAMM NeYeHu B JII060M Bo3pacTe. bone3Hb BunbcoHa — KoHoBasioBa sIBASETCS MPOrpeccupyrowmnum
3ab0s1eBaHMEM U MPU OTCYTCTBUM CBOEBPEMEHHO Ha4YaToM Tepanunu naymeHTbl yMUpParoT OT OC/I0XKHEHMI UMppOo3a nevyeHn
n/nam (pexe) oT NPorpeccUpyroLLen HEBPOJIOrMYECKON CUMITOMaTUKN. [Tpy 3pPEKTUBHOCTU XeNaTHOM Tepanum uin TpaHc-
naaHTaUuu nevyeHu nporHo3 61aronpusaTHbIN. 3akarodeHme. OnucaHHbIN KITMHUYECKUI cayvai 1eMOHCTpUpyeT Baprabesib-
HOCTb K/IMHUYECKMX MPOSIB/IEHUI y AeTel ¢ 60/1e3HbI0 BuibcoHa — KoHoBasoBa, YTO 3aTpyaHSIET AMarHOCTUYECKMI MOUCK
M PaHHIOK MOCTaHOBKY AnarHosa.

KnioyeBbie cnoBa: 60s1e3Hb BuibcoHa — KoHoBasi0Ba, renatofeHTUKYAsipHas AereHepauns, 4eTm

Ana untnpoBanus: 3acteno E.C., deaynosa 3.H., labpukesny A.H., Ckounnosa T.B., XaBkuH A.U. bone3Hb BunbcoHa —
KoHoBanoBa. [1e610T 1 CNOXKHOCTb AMArHOCTUKM Ha NpuMepe KIMHUYECKOro cny4das. Bornpochkl COBPEMEHHOM rneamaTpum.
2024;23(6):483-488. doi: https://doi.org/10.15690/vsp.v23i6.2834

OBOCHOBAHME

bonesHb BunbcoHa — KoHoBanoBa (renaTtoneHTUKynap-
Haa [gereHepauus, renatouepebpanbHas AMCTpoduUa) —
penKkoe HacneAcTBEHHOE MyfnbTUCUCTEMHOE 3abonesa-
HMe, npoaBasfloleecs Pas3IMyHbIMU HEBPONOTMYECKUMMU,
Nne4YeHoYHbIMU, MCUXUATPUYECKUMMU, KOCTHO-MbILLIEYHBIMU
HapyLeHUIMKU BCIeACTBUE YPE3MEPHOr0 OT/IOKEHUA Meau
B opraHax u TKaHsx [1, 2].

Yactota BCTpeyaemocTn 6one3Hn BwunbcoHa —
KoHoBanoBa B mupe BapbupyeT oT 1 Ha 30 Tbic. 40 1 Ha
100 Tbic. MaToreHHbln BapuaHT ¢.3207C>A reHa ATP7B
B retepo3nroTHOM COCTOSIHUM — Hawubosiee yacTtas npu-
YMHa renaTtoNeHTUKYNSPHOW AereHepauun B PoccuicKomn
®depnepauun, yactota 3aboneBaeMoCcTM coctaBnsgeTr 1 Ha
17 740 HaceneHus [3, 4].

B pesynbraTe uccnenoBaHus B chepe oKasaHUs Meau-
LIMHCKOM NMOMOLLM M IEKAaPCTBEHHOro obecrneyeHna nauum-
eHtoB B Poccum B 2014-2015 rr. 66110 3aperucTpmpo-
BaHo Bcero 572-602 nauueHTa C AMarHo3oM 6GONEe3HU

Bunbcona — KoHoBasnoBa, 4to coctaBuno 0,39-0,41 Ha
100 Tbic. HaceneHus. U3 HUX geTn coctaBnsaoT 16,9%, 4To
rOBOPUT O HW3KOM YacToTe BCTPEYaeMOCTU CinydaeB 3ToMn
HO30/10rMK B NPaKTUKe Bpadva-neguatpa [5].

[eHeTnyecknin gedeKt npu 60ne3Hn BunbcoHa — KoHo-
BasoBa NPUBOAMT K HapyLIEHWUIO TPAaHCMNOPTUPOBKU MeaM.
B pesynbrate ymMeHblUaeTCsl CEKpeLns Meau B XKenub,
YTO BbI3bIBAET Meperpy3ky Meapblo U, Kak cneacteue, ee
HaKoMneHWe B neyeHu. HapylieHne nepeHoca TaKkkKe npe-
NATCTBYET BKIOYEHUIO MEAM B MedbCoAepyKaliuh 6enok
Lepynonna3MuH, YTO BEeAET K CHUXKEHUIO €ro CbIBOPOTOY-
HOro ypoBH$ [6].

M3mMeHeHns B neyeHn npuBoasAT K GOPMUPOBAHMIO
dnbposa, B KOHEYHOM UTOre K uupposy. Meab anddyHau-
pYyeT U3 NeYeHn B KPOBb, a 3aTeM B Apyrue TKaHu. 3To npu-
BOAMT rMaBHbIM 06Pa30M K AECTPYKTUBHbLIM MOpaXKeHUam
ro/I0BHOMO MO3ra, HO TaKXe MoparkatoTcs MOYKMW, penpo-
OYKTUBHbIE OpraHbl — W pa3BMBaAETCA remMonuTU4eckas
aHemusl. HekoTopoe KOAM4ecTBO Meau ocedaeT Mo Kpato
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pPOroBMLbl U pagyXHOW OOONOYKK, BbI3blBas MosiBieHUE
Koneu, Kansepa — ®nenwepa [7].

[JaHHoe 3aboneBaHue MOXeT Aeb6loTMPOBaTh Hecrneuum-
dryeckum cumntomMamu, 6ecCUMMTOMHbBIM MOBbILWEHUEM
TpaHCaMWHa3 W YNbTPa3BYKOBbIMWU WU3MEHEHUSIMU MNEeYeHU
y pebeHKa nboro Bo3pacta [8, 9]. bonesHb BunbcoHa —
KoHoBanosa ABASeTCH NPOrpeccupyroliMM 3aboneBaHuemM,
M NPKU OTCYTCTBMM CBOEBPEMEHHO HayaTon Tepanum naumeH-
Tbl YMUPAIOT OT OC/IOXKHEHWUW LMPPO3a NeYeHn n/unm (pexe)
OT MNporpeccupyoler HEBPONOTMYECKON CUMMTOMATUKM.
Mpun apdEKTUBHOCTU XeNnaTHOM Tepanun Uim ycnewHom npo-
BeAeHWW TpaHCnIaHTauuMM MNeyeHW nporHo3 3aboneBaHus
6naronpuaTHbin [10].

CNoX¥HOCTb [AMArHOCTMYECKOro TrOoUCKa 3aK/lo4vaeT-
cs B nonnmMopduame KIMHUYECKOW KapTUHbI, OUTENbHOM
JlaTEHTHOM TeYeHuu, febloTe B pa3HOM BO3pacTe.

MpeacraBNeHHbIN KIMHUYECKUI Cyd4an aKTyaneH ans
Bpayen-neaMaTpoB, HEBPOJSIOrOB, racTPOIHTEPOIOrOB BCEX
3BEHbEB 3PaBOOXPaHEHMS.

KJAUHUYECKUA NPUMEP

O nauueHTe

MNauneHTka ®., 13 net (15.01.2010), B mapte 2023 T.
nocTynuaa Ha MAaHoBYO rOCMNUTaNM3auMio ¢ Xanobamu Ha
TOLWHOTY, cNabocCTb, rON0BHYK 60/b, 60/1b B FOIEHOCTOMHbIX
cyCTaBax C MpeABapUTENbHbIM AMArHO30M: «XPOHWYECKUM
renatmtT HeyTOYHEHHbIR, MUHUMANbHOM aKTUBHOCTU, HacToO-
POXKEHHOCTb No noBoay 60ne3Hn BunbcoHa — KoHoBanosa».

M3 aHamMHe3a XM3HM U3BECTHO, YTO PeBGEHOK poauncs
OT BTOPOW (MepBasi — MeAULMHCKUIK abopT) 6epemMeHHo-
CTW, KOTOpas nNpoTeKkana Ha GoHe TOKCMKO3a M aHEMUU Ha
NPOTAXEHUU BCErO CPOKaA, NEpPBbIX CPOYHbIX poaoB. Macca
Tena npu poxaeHun coctaBngana 3450 r, anvHa Tena —
53 cm, oueHKka no wKane APGAR — 9/9 6annoB. [JeBouKa
pocna v pasBMBanacb COOTBETCTBEHHO Bo3pacTy. [lpwu
onpoce 6blna BbiiB/EHA OTArOWEHHAa HacNe4CTBEHHOCTb
no 3abofieBaHUsM renatobunaMapHoOM CUCTEMbl B CEMbE:

XPOHUYECKUIN XONEeuMUCTUT y nanbl, 6abywka nNo nanuHowu
IMHWKM ymepna B pel3yfbTate 3ab0seBaHUs NevyeHn Hens-
BECTHOro reHesa.

M3 aHamHe3a 3ab6oneBaHus M3BECTHO, YTO C Bo3pacTta
6 neT AeBOYKYy 6ECMNOKOUIM NMOMNEpPXMBaHWS BO Bpems efbl,
ollylleHNEe MHOPOAHOrO Tena, PoavTeNU OTMeYanu Henpwu-
ATHbIM 3anax M3 POTOBOM MonocTu. Cnycta rog npu amoy-
NlaTOpHOM 06Cef0BaHUM racTPOIHTEPOSIOrOM MO MeCTy
KUTEeNbCTBa MNOCTaBNEH AMarHo3: «facTpoaszodareanbHbii
pednoKe 1-2 cT.». B neyeHnn 6bi1n Ha3HaAYEHbl aHTaUuUAab
N UHTMBUTOPbLI MPOTOHHOW NMOMMbl B BO3PACTHbIX 03MPOBKaX
Ha 14 gHen, Ha doHe NpoBOAMMOM Tepanun Habnganacb
NONOXWTeNbHas AMHAMMKa, Kanobbl KynMpoBaauchb.

B TeyeHune 3 net »anobbl nepuoaMyecKn BO3Bpalla-
JINCb, HO 3@ MEAMLMHCKOM NMOMOLLbIO poaMTeNn He obpalla-
NINCb, NPUCTYNbl 60K KYNUMPOBanChb paHee Ha3Ha4YeHHbIMU
npenapatamu.

B pekabpe 2020 r. B cBfA3M ¢ 060CTpeHMEM 60NeBOro
CUHAPOMa BHOBb 06paTUIMCb amBynaTopHO K raCTPO3HTEPO-
nory. beina nposegeHa pnbpoaI3odaroracTpoayoJeHOCKONNUS
(P3rgc) c 6uorncuen, No pesynsrataM KOTOPOW BbISiBIEH
pacnpoCTpaHEeHHbI TUNEePTPOPUYECKUI TacTPOAYOAEHMUT,
Helicobacter pylori — nonoxutenbHo (Hp+). B ne4yeHum 6binu
Ha3HayeHbl amokcmnumnanH 1500 mr/cyt, 10 gHewn, Knapwu-
TpomuumnH 250 mr/cyT, 10 gHewn, omenpason 20 Mr B AeHb,
14 gHew, fanee Kypc aHTauuaoB — antoMuHUsa docdat 16 r
3 pasa/cyT, 14 nHew. Mocne NpoBeAeHHOro Ne4YeHns oTmeYa-
nacb NONOXUTENbHAA AMHAMUKA.

Yepesd 3 mec, B mapte 2021 r. geBoYKa Oblna rocnu-
TaAu3npoBaHa B CTalMOHap neguMatpuyeckoro npoduns
C BblpakeHHbIM 60neBbIM CUHAPOMOM B 06nacTu anura-
CTpUS, AMCNEencU4YecKUM cuHapomoM. [lpu obcrnegoBaHuu
GbINIM BbISIB/IEHbI renaTtomerasnus, Haanyne UMTONUTUHECKOTO
M X0NlecTaTM4ecKoro CMHAPOMOB. bbin BbiCTaBneH npeaBa-
pUTENbHBbIN AnarHo3: «fenatuT HEYTOYHEHHbI MUHUManbHOM
AKTUBHOCTU. XPOHMYECKUN TUNEPTPODUYECKUIM racTpoayo-
neHut, Hp+, o6ocTpeHuner. Ha cTaunMoHapHOM aTane nevyeHns
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Background. The low prevalence of Wilson’s disease, diversity of clinical signs, long latent course, inheritance features make it
difficult to diagnose and require multidisciplinary approach from doctors. Clinical case description. This article describes a clinical
case of Wilson’s disease, rare hereditary multisystem disease, diagnosed in patient F., 13 years old. The disease onset was at the
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naumMeHTKa nonyyana Xonepetuk (ypcoae3oKcuxoneBas Kuc-
nota 500 mr/cyT, AIUTENbHO), UHTMOUTOP MPOTOHHOM NOMIMbI
(omenpa3zon 20 mr B aeHb, 14 aHen), aHTUOUOTUKM (@aMOKCH-
umnnmnHd 1500 mr/cyT, 10 aHewn, KnaputpoMuLmH 250 Mr/cyr,
10 aHew), B pesynsTate NPOBEAEHHON Tepannmn KIMHUYECKUEe
CMMNTOMbI KynMpoBanuchb, nabopaTopHble NOKasaTenn Kpo-
BM HOPMan1M30BaluChb.

CnycTa nonTtopa roga, B Hos6pe 2022 B ¢BA3M € 060CT-
peHneM 60/IeBOro CMHAPOMa M POCTOM MOKalaTenen LMTo-
NM3a 1 xonectasa AeBovKa Gblna 3KCTPEHHO rOCMUTaNN3nUpPO-
BaHa B 06/1acTHyl0 GOMbHULY, MeavaTpuyeckoe OTAeNeHue.
Mpn nabopatopHoM 06CeAOBaHUN ObiNW BbISBAEHbI CUHA-
pPOM LMTONU3A C yBENMYEHWEM anaHMHaMUHOTpaHcdepasbl
(ANT) mo 201 Ea/n, acnaptatamuHoTtpaHcoepasbl (ACT) —
no 84 Ep/n, ramma-rnytamuntpaHcnentuaasbl (MMT) —
80 63 Ea/n, cMHAPOM XonecTasa ¢ yBennM4eHMeM nokasarenen
wenoyHon docdatasbl go 1080 Ea/n, 6unupybuHa —
110 23 MKMOb /. CTOUT OTMETUTb, H4TO YPOBEHb Liepynoniasmu-
Ha (26 Mr/an) Ha gaHHOM 3Tane 6bia B NpeAenax HopMbl (Hopma
Bbile 22 Mr/an), CbiIBOPOTOYHAA KOHLEHTpauus Mean Haxo-
AMNacb Ha HWXKHEW rpaHuLe Hopmbl (Meab — 12,1 MKMOnb/n
npu Hopme 11,0-24,0 mMKmoOnb/n), HO npob6a C MNEeHUUWU-
lAMMHOM OKa3anacb MOMIOXKMTENbHOM — CYTOYHAs MoYa Ha
Meab OO npuema nenuuunnammHa — 124 MmKr/cyt (Hopma
3-45 MKr/cyT), nocne npuema nokasaTtenb yBEUYUICS [0
356 MKr/cyt. MNpu ynbTpa3ByKoBOM nccnegoBaHun (Y3WM) opra-
HOB OPIOLWHON MOMIOCTU BbISIBAEHO AMDDY3HOE MNOBbILIEHME
9XOreHHOCTM NapeHxnMbl NeveHn. beina nposegeHa andbdepeH-
LManbHaa AnarHocTMKa ¢ ayTOMMMYHHbIM, BUPYCHbIMKW renatu-
Tamu, MapKepbl AaHHbIX renaTMToB 06HAPYXKEHbI HE ObINK.

B cBA3KW C BbISIBNEHHbIM HapyleHueM OoO6MeHa Meau
feBOo4YyKa Oblna MPOKOHCYNbTUPOBaAHa OGTaIbMOIOrOM.
Cneumnduryecknm npusHak — Konbla Kanzepa — dnenwepa —
odpTanbMONOromMm He auarHoctnupoBaH. CornacHoO AMarHoCTU-
YeCcKOoM OLUEeHOYHOM WKane 6one3Hn BunbcoHa — KoHoBanoBa
(Scoring system developed at the 8th International Meeting
on Wilson’s disease, Leipzig, 2001) Ha faHHOM 3Tane Tevye-
HUSA 60Ne3HM NauneHTKa Habpana 3 6annia, 4YTO O3Ha4aeT:
anarHos «6onesHb BunbcoHa — KoHoBanoBa» BepOSATEH, HO
TpebyeTca ganbHenwee poobenenosaHue. o pesynbratam
KOHCYNbTaTUBHOIO 3aK/IlOYEHUST BpaYya-reHeTKa NpoBeaeHo
reHeTUYecKoe uccneaoBaHune, n 6ol 06HAPYKEH NaTOreHHbIN
BapuaHT ¢.3207C>A reHa ATP7B B retepo3uroTHOM COCTOS-
HUK, 6onesHb BunbcoHa — KoHoBanoBa BeposiTHa.

Ha ¢oHe rematoTrponHon Tepanuu (ypcoae30Kcuxone-
Bas KMCNOTa, aA€METUOHMH) Haboaanacb NONOXUTENbHANA
AMHaMKUKa: 6blI0 OTMEYEHO CHUMKEHWE NoKasaTenew LMTo-
nn3a 1 xonectasa. [eBoyKa Oblia BbiMUCaHa C 3aKIIO4K-
TeNbHbIM AUarHO30M: «<XPOHUYECKUI renaTuT MUHUManbHOM
OMOXMMUYECKOW aKTUBHOCTU. HacTopoXKeHHOCTb B nnaHe
60one3Hn BunbcoHa — KoHoBanosa» ¢ ynydlweHnem Ha amoy-
naToOpHOE NleYeHue ¢ NOCTOSHHBLIM MPUEMOM YPCOAE30KCUXO-
neBow KMcnotbl B fo3e 500 mr/cyT.

Ho yepes3 2 mec, B aHBape 2023 r. BHOBb Nocneao-
Bano obocTpeHue 3aboneBaHuUa — MOSBWIWUCHL Kanoobl
Ha TOWHOTY, 6011 B MBOTE. B GMOXMMWYECKOM aHanuse
BHOBb OTMeYasiCs POCT MoKasaTtenen uutonmaa, xonecrasa.
AmMOYNnaTopHO racTpO3HTEPONOroM Oblla yBelunyeHa [03a
YPCOAE30KCMX0NeBOM KMCNoTbl 40 750 Mr/cyT, Ha3HayeHbl
aHTaunabl, MUHFIMOGUTOPbLI MPOTOHHOW NOMMbl, PEPMEHTHI.

[ns yTOYHEHWs AMarHosa v NpUYMHbI OTCYTCTBMUS MONO-
UTENbHON AWHaMWKM OT aM6ynaTopHOro fevyeHns 6Gbina
rocnutanuanpoBaHa B MHCTUTYT neamnatpum NMUMY.

®du3uKanbHaa guarHocTuka

Ha MoOMeHT nocTynieHus geBoYKa NpeabaBasia »}Kano-
O6bl Ha 6011 B XMBOTe, €nabocCTb, TOWHOTY. CocTosiHMe
pebeHKa OLEHMBaANOCb KaK CpeAHen CTEMeHu TSAKEeCTw.
MNonoxeHne aKkTnBHoe. KoxKHble MOKPOBbLI YMCTble, cher-
Ka cyxoBaTbl Haj crubaTefibHbIMW MOBEPXHOCTAMU CyCTa-
BOB. [TOAKOXXHO-XMPOBOW CNOM Pa3BUT AOCTaTO4YHO. Jlum-
daTnveckne y3nbl Npu nanbnaunn He yBenuyeHbl. pu
OLIEHKE COCTOSIHMS KOCTHO-CYCTaBHOW CUCTEMbI BbISIBNEHbI
NPU3HaKK AUCNAa3nn CoOeAMHUTENbHON TKaHW (NEerko rHyTcs
cycTaBbl). Buanmble cnmauctble 060104YKM YUCTblE, 0ObIY-
HOro uBeTa. B nerkux pAbixaHne BeE3UKYNsipHOE, XPUMOB
HeT. ToHbI cepaua sicHble, pUTMUYHbIE. [paHuLbl cepaua He
paclwmnpeHbl. }YKUBOT MATKUI, 6€3601€3HEHHbIN. CUMMTOMBbI
pasapaxkeHus 6poLLnHbI OTpUUaTeNbHble. [edyeHb +2 ¢M Ha
BOXE, Kpan MATKNIN, 6€3601€3HEHHbIN, HE CMasH C KOXEN.
Paamepbl neyeHn no Kypnosy coctaunm 12 X 10 X 8 cm.
CeneseHKa He nanbnupoBanack. CTyn perynsipHbii, obopm-
NIEHHbIW, MOYeucnyckaHne cBob6oaHoOe.

MpeaBapuTenbHbIi AUarHo3

[aCcTPOAYOAEHWUT KIIMHWUYECKM; PAaCNPOCTPAHEHHbIM runep-
TPODUYECKUI racTPOAyOAeHUT Hp+; XPOHWYECKWI renatut
HEYTOYHEHHbIX, MMHUMasIbHOW aKTUBHOCTY.

[AvHaMuKa 1 ucxopabl

B 6MOXMMMYECKOM aHanM3e KpOBW oOTMedvancs pocT
aKTUBHOCTM nokasatenew uutonusa: AJIT — po 427,6 Ea/n,
ACT — po 271,1 Ea/n, ITT — po 72,2 Ea/n, nakraTtgeru-
aporeHasza — pao 661,6 Ea/n, obwmn 6GUAMPYOGUH yBENK-
YyeH — [0 23 MKMOSb/N; HabNOAANOCh CHUKEHWE YPOBHS
uepynonnadMumHa — Ao 19 Mr/an, ypoBeHb Meau COOTBET-
CTBOBaN HUXHEW rpaHunLe Hopmbl — 12,8 MKkmonb/n. Mpoba
C NEHWULMNNAMUHOM MONOXKMUTENbHAN (CyTOYHAs MoYya Ha meab
16.03.2023 — 534 mKr/cyT, 27.03.2023 — 966 MKr/cyT).

MeToaom HenpsiMmon anacToMeTpumn onpeaesneHa XecT-
KOCTb MnevyeHu, KoTtopas coctaBuna 5,1 KPa, 4to coot-
BeTcTBYyeT cteneHn ¢dubposa FO (mno METAVIR), ypoBeHb
cteato3a nevyeHn CAP 256 dB/m, 4To coOTBETCTBYET CTE-
neHu creatosa S1. lNMpu Y3 opraHoB 6GpHOLWIHON MOMAOCTH
BbliBNIEHbl ANDDY3HbIE M3MEHEHUS MNEeYEeHU, MPU3HaKK
renartosa, neperné »en4yHoro nysbips. MNpu gonnaepome-
Tpun oBHapyKeHbl UBMEHEHMS KPOBOTOKa B BeHax nevye-
HW U cene3deHKkU. o JaHHbIM MarHUTHO-PEe30HAaHCHOM
ToMorpadun OopraHoB OPIOWHOM MOMOCTU TaKKE BbISB-
neHbl anddy3Hble M3meHeHusa nedenn. PIANAC ¢ 6uoncu-
eV No3BOMMAN OMpPeaennTb racTpuT aHTpanbHOro oTaena
W Tena Xenyaoka HoaynsipHbiM, 6e3 npu3HakoB aTpoduu
CIN3NUCTON 06004YKHK, MPU3HAKOB BAapMKO3HOMO paclumpe-
HUS BEH NULeBoaa 06HapPyKeHO He Gblo.

Mpu odTanbMOCKONKMK BbIIBIEHA MMONKUS cnabon crene-
HK 06oux rMas, koneu, Kansepa — dneiwepa He BbISBAEHO.
HeBponorom BbICTaBneH AuarHos: «LlepebpacTeHnYecKum
CUHAPOM, Liedanrns HanpsxKeHUs».

YyuTbiBaa pesynbraTbl NPOBEAEHHOro ob6cnefoBaHus,
COrnacHO [AMarHOCTUYECKOM OLEHOYHOM LWKane 60/1e3Hu
BunbcoHa — KoHoBanoBa (Jlennuur, 2001) Kaxkaomy Kpute-
puto 6biM NPUCBOEHbLI Ganbl: Lepynonia3MmnH CbiIBOPOTKM
KpoBu < 20 mr/aon — 1 6ann, yBenn4yeHme aKCKpeLnn meam
Cc mMo4yon 6Gonee 5 Hopm npu npobe ¢ NeHULWUINAMUHOM
(966 MKr/cyT) — 2 6anna, MONEKYNAPHO-TEHETUYECKUIN aHa-
I3 — naToreHHbI BapnaHT ¢.3207C>A reHa ATP7B B rete-
PO3WUIrOTHOM cocTosiHum — 1 6ann. B pe3ynbrate nauneHTka
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®. Ha6pana 4 6anna, YTo COOTBETCTBYET AnarHo3y «60ne3Hb
BunbcoHa — KoHoBanosa».

Takum 06pa30Mm, BbiCTaB/IEH 3aK/IOYUTENbHbIW AUarHO3:
«fenatouepebpanbHasa auctpoodusa (6onesHb BunbcoHa —
KoHoBanoBa, naTtoreHHbln BapuaHT ¢.3207C>A reHa
ATP7B B retepo3vroTHOM COCTOSiHWM), abLOMWHanbHas
dopMa, XPOHMYECKMI renatuT, GUOXMMUYECKas aKTUBHOCTb
BblcOKOW cTenenu, MNMH 0, FO no METAVIR, S1 (no gaHHbIM
HEenpsiMon 3NacTOMETPUMU MNeveHun). XPOHUYECKUIM racTpo-
[yo[eHUT, cTuxaHue obocTpeHus. LlepebpacTteHnyeckumn
cuHapom. Ledanrmus HanpsxeHua. Muonus cnabon ctene-
HM 06OUX rNas».

bbino npoBeaeHoO nevyeHne, KOTopoe BKIOYaNo B cebs
PEXUMHbIE MEPONPUATUA, LWaAAWY0 AUETY U MedUKaMeH-
TO3Hble npenapaTtbl. C renatonpPoTEKTUBHON LeNblo Gbian
Ha3Ha4eHbl ypcoge3oKcuxonesas kucnota 500 mr/cyT, age-
MeTnoHnH 400 Mr napeHTepanbHo. C Lenblo YMEHbLLEHUS
pe3opbLunn Meau U3 NULLK U YCTpaHeHUs ee U36biTKa U3 TKa-
HeW Ha3Ha4vyeHa xenaTHas Tepanus NeHUUUIIaMUMHOM B 103€e
250 mr 2 pasa/cyt, uMHKa cynbdar 124 mr 1 TabneTtxka
1 pa3/cyT BHYTPb. C @aHTUIMMOKCUYECKON U aHTUOKCUAAHT-
HOM LiefIblo Ha3Ha4veHbl KoneKkanbundepon 1000 ME, Toko-
depon BHYTPb, BUTaMUH Bg, MernioMuHa Hatpua CyKuuHaT
250,0 napeHTepanbHO. [Ans ynydweHuUs nepeBapuBaHuUA
MUKW HasHavyeH naHkpeatuH 30 000 E/[l/cyt, a Cc uenbto
YNYHIIEHUSA NEPUCTANBTUKN U YMEHbLIEHUS abaOMUHaNbHOM
6011 — TpumebyTnH 100 mr 3 pasa/cyT BHYTPb.

Ha ¢oHe npoBoguMon Tepanuu Habnwganacb rnonoXKu-
TenbHas AMHaAMKKa, CaMOYyBCTBME NALMEHTKM YyyLIMIOCh,
anobbl KynupoBanuch, HabN4anocb CHUKEHWE NoKasaTe-
Nlen uMToNmM3a, Xxonecrasa.

MporHo3s
[MPOrHOCTUYECKMI MHAEKC AAHHOrO KJIMHUYECKOro Chy-
Yas 3, YTO COOTBETCTBYET 61aronpusaTHOMY NPOrHO3Y.

BpemeHHasn wKana
XpoHonorus passutng 6onesHn BunbcoHa — KoHoBanoBa
y naumeHTkn @., 13 net, npeactaBneHa Ha PUCYHKe.

OBCYXAEHME
BonesHb BunbcoHa — KoHoBanoBa (renatoneHTUKynsap-
Has JereHepauwus, renatouepe6bpanbHas auctpodus) —

peaKoe HacnefCcTBEHHOE My/bTUCUCTEMHOEe 3aboneBaHue,
nposBasioleecs pasfiMyHbiMU HEBPONOrMYECKMMHU, Meye-
HOYHbIMW, NCUXMATPUYECKUMMU, KOCTHO-MbIWEYHBIMU Hapy-
WEHUIMU BCNELCTBME YPE3MEPHOro OT/IOXKEHUS Meau
B OopraHax v TKaHsx [1, 2].

bone3Hb BunbcoHa — KoHoBanoBa OTHOCKTCS K rpynne
opdaHHbIX 3a6oneBaHUi, BCTpeYaeTcs ¢ 4acTtoTom oT 1 Ha
30 Tbic. fo 1 Ha 100 Tbic. HaceneHus [3].

3aboneBaHMe UMEET FEeHETUYECKYID Npupoay, Bbi3Ba-
HO MyTauuen B reHe ATdDasHOro mMeabTPaHCNOPTUPYIOLLErO
6eta-nonunentnga (ATP7B), kapTMpoBaHHOM Ha 13-1 xpo-
MocoMme. B pesynbraTe reHeTnMyeckoro gedekra Hapylua-
loTCA TPAHCMOPTUPOBKa M NEpPeHOC Mean. YMeHbluaeTcs ee
CEeKpeLnsa B XKenyb, YTO MPUBOAMT K HAKOMAEHUIO B neve-
HW. HapylweHue nepeHoca NpenaTCTBYET BKAYEHUIO Mean
B MeAbCOoAepxKaluin 6enoK LepynonnasmuH, 4To Beaer
K CHUXEHWIO ero CbIBOPOTOYHOr0 ypoBHS. M36bITOK mean
CHayafna HakannuMBaeTcs B MeyeHu, a 3arteM nonagaet
B KPOBb W [ipyr1e opraHbl M TKaHu [6, 11].

Mo faHHbIM psiga aBTOpPOB, 3aboneBaHWe AebloTUpyeT
HecneumdUYeCcKUMU KIIMHUYECKUMU CUMMATOMaMu, 6eccum-
NTOMHbIM MOBbILEHNEM TPaAHCAMMHA3 W YbTPA3BYKOBbLIMU
M3MEHEHNAMM Me4vyeHn [8, 9]. B onMcaHHOM HaMu Kiu-
HMYECKOM Clydae MOATBEPXKAAITCH OCOBEHHOCTM TeYeHus
KJIMHUYECKON KapTUHbI 60n1e3Hn BunbcoHa — KoHoBanoBa.
M36bITOYHOE cofepKaHue Mean B TKaHAX ycunuBaeT
B HUX OKMUCNIUTENbHbIM CTPecC, NoBpexaas ux, MaHubecTu-
pyeT pasnuyHbIMU KIMHUYECKUMU MPOSBAEHUAMU. A UMEH-
HO XapaKTepHbl CMHAPOMbI LMTOAM3a M Xxofectasa C pas-
BMTUEM MNEYEHOYHOM HEeOoCTaTOYHOCTW, NOosIBNEeHWE Konel
Kanzsepa — ®neviwepa B poroBuLe rnas, Kotopble ABASIOTCA
NaTOrHOMOHWYHbLIM NPU3HaKoM [12].

KnuHuyeckune npoasneHna 6one3Hu BunbcoHa — KoHo-
BaJioBa MOryT 4e6lTUPOBaTb HEBPOSIOTMYECKOW CUMMTO-
MaTUKOW, TAaKOM KaK AUCTOHUS, TPEMOp, An3apTpus, AuC-
darvng, aKMHETUKO-PUTMAHbIA CUHAPOM, MOBEAEHYECKHE
M3MeHeHHWs, aenpeccus, TpeBora, NcMxos, HeycneBaeMocTb
B WKone [13].

KnuHuyecknin nonumopdmam npeacTaBneH B pasnnyHbiX
KnaccuburKaumax 3aboneBaHus. B HacTosiee BpeMs npu-
HATO MCNoNb30BaTh Knaccudukaumio 6o0ne3Hm BunbcoHa —
KoHoBanoBa no npeo6nagalowmMm cMMNTOMam, NPeasIOrKeEH-
Hylo B 1983 r. J. Walsh: 6eccumnTtomMHas, neyeHo4Has,

PucyHoK. MaunenTka @., 13 net. XpoHonorusa pa3sutus 6one3Hn BunbcoHa — KoHoBanoBa 1 NporHo3
Figure. Patient F., 13 years old. Wilson’s disease timeline and prognosis
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60ne3Hn BunbcoHa — KoHoBanoBa
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Ha 6one3Hb BunbcoHa — KoHoBanoBa

lMpumeyaHune. FNOPB — ractpoasodareanbHas pedniokcHas 6onesHb; Hp — Helicobacter pylori.
Note. GERD ('3PB) — gastroesophageal reflux disease; Hp — Helicobacter pylori.



uepebpanbHas, cMellaHHas ¢opmbl [14]. Ha Tepputopuun
Poccuickon deaepaunmn NpUHATO NPUMEHATb KnaccuduKa-
umio H.B. KoHoBanoBa (1960), koTopas BKIO4YaeT B cebs
5 ¢opm renatouepebpanbHon auctpodun [15]. B gaHHOM
KnaccuduKaummn yy4uTbiBaloTCs BOBSieYEHME B NaTOSIOMU-
YECKMI Mpouecc nevyeHwu, LeHTpalbHON HEPBHOM CUCTEMBI
N XapaKTep aKCTpanMpaMmnaHom CUMNTOMaTUKM.

B pa6ore E. Azizi n coaBT. onncaHbl NOparKeHWs NoYeK B BUaIE
amuHoaumnaypuu, Hedponutnasa, a B cratbe D.N. Golding
M COaBT. — U3MEHEHMWS CO CTOPOHbI KOCTHOW CUCTEMbI B BMAE
npexaeBpemMeHHOro 0cTeonoposa, aptpurta [16, 17].

[na noaTBepKAEHWS OuMarHo3a MnpoBOAMTCSH MONEKY-
NAPHO-reHETUYECKOE MUCCNeAoBaHMe C Lefblo BbISIBAEHMS
MyTaumn B reHe ATP7B. Ho He Bcerga ygaetcs BbIiBUTb
naToreHHbl BapuaHT. Toraa Ana NOATBEPXKAEHUS AMarHosa
MCNOMb3YeTCs AMarHocTMYecKas oLueHoYHas Wwrana 60ne3Hu
BunbcoHa — KoHoBanoBa (Jlennuur, 2001) [18].

BbonesHb BunbcoHa — KoHoBanoBa fBNsieTcs nporpec-
cupylolwmnm 3aboneBaHMem, Heb6NaronpusaTHbIM MPOrHO3
cnegyeT OXuaaTb NP OTCYTCTBMM CBOEBPEMEHHO HavyaTon
TepanvuM WaM B cllydae CaMOCTOATENIbHOW OTMEHbl Ha3Ha-
YeHHbIX NpenapaToB. Kak npaBunno, NauneHTbl yMUpatoT oT
OCNOXHEHUN LUMpPOo3a NnevyeHn 1 Nporpeccupytolen HeBpo-
NIoOrMyeckon cumntoMatuku. C Lenblo OUEHKU NporHo3sa Obin
pa3paboTaH NPOrHOCTUYECKMI MHAEKC, COrNMacHO KOTOpoMy
OoLeHKa cBblle 11 6an1oB cBA3aHa C BbICOKOW BEPOSATHO-
CTblO NeTanbHOro Ucxoaa Npu OTCYTCTBUM SKCTPEHHOWM TPaHC-
nnaHTaumm neyexu [19].

B Tepanun 6one3Hn BunbcoHa — KoHoBanoBa Mcnosb-
3yeTcsl KOHCepBaTMBHOE W XUPYPruyeckoe JeyveHue.
KoHcepBaTMBHasa Tepanus BKIOYAET B cebsa aMetoTepanuio
C OrpaHuMyeHnem MpoAayKToB, 6oraTbiX Mefbio, U BOAY, O4M-
LLEHHYIO OT Meau. TaKKe He PeKOMEeHayeTcss MUCNob30BaTb
MeAbCoAepKallylo nocyay Ans MPUroTOBNEHUS U XpaHe-
HMa nuwm [20, 21]. C natoreHeTM4eCcKon Lenblo Ha3Hava-
10T MEeHUUMNNamMmH, obnagatowmn XenaTHoOM aKTUBHOCTLIO.
[aHHbI npenapat TpaHCNOPTUPYET MeAb U3 MEYEHU U ApYruX
OpraHoB, TeM CaMblM yBEINYMBAS €€ MOYEBYIO IKCKPELMIO,
a TaKXXe MHAOyUMpyeT CUHTE3 METaNNIOTMOHMHOB [22, 23].

lMpy OCTPOM MEeYEeHOYHOM HedoCTaTOYHOCTU, HeadbdeK-
TUBHOCTM KOHCEPBATMBHOM Tepanuu C pa3BUTUEM [EKOM-
NEeHCMPOBAHHOIO LMppO3a NevyeHu, Npu NpPorpeccupyomnx
N HeobpaTUMbIX HEBPONOTMYECKUX HapyWeEHUsSX MOKa3aHo
npoBeAeHne TpaHcnaHTaumm nevyenm [21, 24].

3AK/IIOMEHME

Y Bpayen-neguMaTtpoB, racTPOIHTEPONIOroB [AO/IKHa
O6blTb HAaCTOPOXXEHHOCTb MO nosoay 605e3HM BunbcoHa —
KoHoBanoBa, TaK KaK AeblTMpoBaTb 3aboneBaHne MOXKeT
COBEpLUEHHO Hecneunduyecknm, 6ecCMMNTOMHbLIM MOBbI-
LWeHneM TpaHCaMWHa3 W YNbTPa3BYKOBbIMU U3MEHEHUSMMU
neyeHu y pebeHka noboro Bo3pacta. bonesHb BunbcoHa —
KoHoBanoBa sBASeTca nporpeccupylolnm 3aboneBaHmeM,
W NpU OTCYTCTBMM CBOEBPEMEHHO Ha4yaTon Tepanuu nauneH-
Tbl YMUPAIOT OT OCNOXHEHUN LMPPO3a NevYeHn U/ unm (pexe)
OT Mporpeccupytowern HEBPOSIOrMYECKON CUMMNTOMATUKM.
Mpun apDEKTUBHOCTM XeNaTHOM Tepanum UK ycnewHom npo-
BE[lIEHUN TpaHCMIaHTaLUUKW MevyeHn NpPorHo3 3aboneBaHus
6/1aronpuUSATHbIN.

UWHOOPMUPOBAHHOE COIJIACUE
OT MaTepu nauueHTa MoslydeHo MUCbMEHHOEe WMHMOP-
MUPOBaAHHOE [J06POBOJMILHOE COrNacue Ha MCnosib3oBaHWe

nosy4eHHon WHbOPMaLMKM B MCCNeAoBaTENIbCKUX Lensx
1 nyénukauusx (aata nognucanus: 28.03.2023).
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Nepdopayua moyeBoro ny3bipsa
U CATMOBUAHOU KULUKU aBTOPYYKOHU
y pebeHKa: KIMHUYEeCKUU caydyaun

KoHTaKTHas nHdpopmauums:

CeBepnHoOB AMUTPUI AHApeeBMY, KaHaNMAAT MEAULIMHCKMX HayK, AOLEHT Kadeapbl AETCKON XMPYPrum U neamatpum UHCTUTYTa HENpPepbLIBHOMO
o6pa3zoBanmsg rb0Y BO «Kypckuit rocyaapcTBEHHbIA MEAULIMHCKMI yHUBEPCUTET» MUH3ApaBa Poccun
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Cratbs noctynuaa: 30.07.2024, npuHATa K neyatu: 16.12.2024

060cHoOBaHMe. 3a rociegHne JecaTUIeTUs: YacTtoTa 06HapyKeHMs MIHOPOAHbLIX TEJ1 B MOYEN0OJ/I0BOH CUCTEME Y ETEN 3HAYN-
Te/IbHO yBenymnach. lpn 3TOM CPOKM 06paLLeHUs NaLMeHTOB 3a MOMOLLbIO, KaK npasBun/o, MO3AHUE, 4TO, B CBOKO 04Yepe/b,
MPUBOAUT K Pa3BUTUIO KN3HEYIPOXKAIOLLMX OCIIOKHEHMIN (NepdopaLnmn, KpOBOTEYEHNIO, NEPUTOHUTY). ONUcaHUne KIMHNYe-
CKoro cny4as. B npuemHoe otgeneHune 06/1aCTHOMN AETCKON KIMHUYECKOM 60/1bHULbI JOCTaB/ieHa JeBo4YKa B Bo3pacTe 7 JieT
B COMPOBOXAEHUN MaTepu C xasiobamm Ha 601 B Hag/106KOBOK 06/1aCTh YMEPEHHON MHTEHCMBHOCTHU, AUCKOM®OPT rpu
MOYeHnCrycKaHnn B Te4eHme 2 cyT 40 obpalleHus. Ha 0630pHOM yporpaMme (C LeHTpaLmen Ha MO4YeBO My3bipb) B MPOEKLNH
Masoro Ta3a 06Hapy»KeHO PEHTFEHOKOHTPACTHOE MHOPOAHOE TEJ1I0 MOYEBOI0 My3blps, MPEAMOI0KUTENILHO, CTEPIKEHb aBTO-
PYYKN. B 3KCTPEHHOM MopsigKe BbIMOJHEHA LIMCTOCKOMMS, B X04€ KOTOPOH B MNOJ0CTM MOYEBOIro Mny3bipsi BU3yan3nupoBaHa
LapnKoBasi aBTopy4YKa, CTEPIKEHb KOTOPOH PUKCUMPOBaAH B C/IN3MCTON 060JI0YKE MOYEBOIro My3bipsi Y €ro LenKu, a Tyrnou
KOHeL, nNpearnoioXnTebHO, NeEPGOOPHPOBa ero 3afHI0 CTeHKY. onbiTKa yaaneHns MHOPOJHOro Tesa TpaHCypeTpasbHO
6blsla HEBO3MOXKHa BBUAY €ro 3Ha4YnUTE/bHbIX Pa3MepPoB M NI0THOM GUKcaLmMu B TKAHSIX MOYEBOro ny3bips. [1o pesyabtatam
BpayebHOro KOHcuanMyma 66110 MPUHATO PELUEHME O MPOBEAEHUN HUKHECPEAMHHON 1anapoToMmn A1 aAEKBaTHOMN OLIEHKU
MOBPEXKAEHMUI MOJIbIX OPraHoB Masioro Ta3a U yaaaeHuss MHOPOAHOIo Tesa 60/blnX pa3mMepoB. B MasioMm Ta3y 06Hapy»KeH
MHGUAbTPAT (Mpsab 60/bLIOro caslbHUKa, CUrMOBUAHAS KULLIKa, GUKCUPOBAHHbIE K MOYEBOMY My3bIpl0), NMpn pasgeieHnu
KOTOPOro MHopopaHoe Tesno yaaneHo. O6HapyKeHHble neppopaumnmn 3agHen CTEHKM MOYEBOro ny3bipss U CUIrMOBUAHOM
KMLLKM YIUINTbI BUKPUIOBBLIMU LLIBaMK (ABa M TP psija COOTBETCTBEHHO). [locsie ornepaTnBHOIo J1e4eHns ¢ MamMon pebeHKa
M AEBOYKOM npoBegeHa becena 0 npuYnHax BBEAEHUS MHOPOAHOro Tesa B MOYEBOM My3blpb. [JeBoYyKka cooblymaa O ero
CaMoCTOATE/IbHOM BBEAEHUM YEPEe3 ypeTpy, B YEM M060s/1ackb NPMU3HaTLCA MaTepu. [/1s1 OLeHKM MCMX0JI0rM4eCcKoro noptpera
pebeHKa 1 ceMbM B LI€SIOM MPOBeAEHa KOHCY/IbTalMs KITMHMYECKOro ncuxosaora. @akTopbl, KOTOPbIE MO CPOBOLMPOBaThH
pebeHKa Ha MoJO6GHbIN Lar, He BbisiBAEHbI. [JeBOYKa BbinncaHa rnocsae BOCCTaHOB/IEHNS CAMOCTOATE/IbHOro CTyAa U Anypesa.
KatamHes 3 roga — feBOYKa pacTeT U pa3BMBaEeTCs M0 Bo3pacTy. 3aKa4eHue. BHyTpnnpocBeTHbIe MeTOAbl 06C/1e40Ba-
HUS1 B AMArHOCTMKE MHOPOAHBIX T€/1 MOYEBbIBOASALUMX MyTEH UrParoT BaxKHYIO POJib, Ae1asi BO3MOMXHbIM ObICTPbIN Nepexos oT
AMarHOCTUYECKON MaHMMyaaLUMN K onepaTtMBHOMY BMellaTebeTBy. OHaKo B C/lyd4ae MHOPOAHbIX T€/1 HUMHMX MOYEBbLIBOASI-
LmMX MyTEHN 6ObLUMX Pa3MepPOB B KAYE€CTBE UCKIIKYMTEbHOIO MOAX0Aa K IEYEHMIO Lies1eCO006pa3HO OTKPLITOE XMPYPruyecKoe
BMeLLaTesIbCTBO MPU y4acTUn MEXANCLUMITIMHAPHON 6purasbl.

KnroyeBble cnoBa: getu, neppopaLms, MOYEBOM My3bipb, CUrMOBMAHAS KMULLIKA, MHOPOAHOE Tes0, aBTOPYYKa

Ansa ymtnpoBanuns: laspuniok B.I., JlyknH O.B., CeBepuHoB [.A., NagankuHa O.B. MNepdopaums Mo4eBOro ny3bips u cur-

MOBWIHOM KULLIKX aBTOPYHYKOW y pebeHKa: KNTMHUYECKUI cnydan. Borpockl coBpemeHHoM neanatpumn. 2024;23(6):489-494.
doi: https://doi.org/10.15690/vsp.v23i6.2831

OBOCHOBAHME BOM BBEJEHWS UHOPOJHOIO Tefla B HUXHUE MOYEBbIE MYTU

Cny4yan nNepBUYHOIrO MHOPOAHOIO TeNa HUMHKUX MoYe-
BbIBOASALWMX NyTEW B MnocnegHee AecATUNIETUE PErncTpu-
pytotcs Bce Yauwe [1]. MHopoaHble Tena yporeHuTanabHoro
TpakTta O6GHapy)KMBalOT B CBA3W C TpaBMOW MOYEBOro
ny3bIps (Hanpumep, KOCTHbIMKU dparMeHTaMu Uam OTI0M-
KamMu paHaWwnx npeaMeToB), CaMOCTOATENIbHbIM - WMAK
HacUNbCTBEHHbIM BBEAEHMEM pa3HOro poga npesMeToB
B ypeTpy [2], MHCTpyMeHTanbHbIMW BMeLlaTenbcTBamMu
W onepauusMun Ha ypeTpe U MOYEBOM MNy3bipe, PEAKO —
B pe3ynbrate MUrpaLun MHOPOAHbIX TEN U3 COCEAHUX Opra-
HOB (Hanpumep, NULLEBapUTENbHOM cucTeMsbl) [3]. Y ncuxu-
YeCKM 340POBbIX UL, CaMOM pacnpoCcTpaHEeHHOM NPUYUHOM
CaMOCTOSITENbHOrO BBELEHUS MHOPOAHOrO Tena fABnseTcs
ceKcyanbHasa ctumynsaums (4, 5]. Y netern OCHOBHbIM MOTH-

ABJIAIOTCA Urpa U N06OMBLITCTBO B MO3HAHWKU OCOBEHHOCTEN
CTpoeHusa cBoero Tena [1, 5].

Hanuuve MHOPOAHOro Tena B HUMXHUX MOYEBBIX MyTAX
MOXET AnnTenbHoe Bpems (80 3—5 CYT) KIIMHUYECKH HE Mpo-
ABNATLCA [6], 4TO 06YCIOBIEHO XapaKTEPUCTUKaMN BBOAM-
MbIX MPEAMETOB (MX GOPMOW, pa3mMepoM, KONMYecTBOM) [4].
OaHaKo naLmMeHTbl, BHE 3aBMCMMOCTH OT BO3pacTa, HeOXoT-
HO WX He B MNOSHOM o06beme coobLalT MHbOopMaLmIo
O C/ly4YMBLIEMCS, OMacasdChb CMYLLEHUSA W OCyXAeHun [1].
TaKkXKe HepeaKo AeTU MbITalOTCH CaMOCTOSATENIbHO U3BJIEYb
MHOPOAHOE TeNo [2], 4To, Kak npaBuiio, ABASETCH NPUYK-
HOWM JanbHenwen ero Murpaumm [4] n pa3BuUTUS OCIOXKHE-
HUI (peunanBupyoLen MHOEKLMM MOYEBbLIBOASILLMX NMyTEN,
HapyleHu oTToKa Mouu) [2, 5], BnnoTb o nepdopaumm
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OpraHoB Masnoro Tasa (MOY€BOro ny3blps, NPSMON WU CUT-
MOBMAHOMN KMLIOK, BHYTPEHHMX MOMOBbLIX OPraHOB Y AEBOYEK)
C nocneaywLnm pa3BuTMem nepmutoHmTa [6].

A. Fotovat 1 coaBT. [7] BblAENaIOT TpM Hambosee YyacTtble
NPWYUHBI OWIMGOYHOM AMArHOCTMKM CaMOCTOSTENbHO BBe-
[EHHbIX B YPETPY MHOPOAHbIX TEN: PEAKOCTb JaHHOM CUTyaL MUK
(0ocoBeHHO B MpaKTUKe OETCKOro xupypra), Heonpeaene-
HOCTb WMCTOPWMWM 3abO0NEBaHUS M3-3a HeenaHus nauueH-
TOB NPEAOCTaBUTb MOMHYIO MHGOPMALIMIO U HEBO3MOMXKHOCTb
06GHapYXEHNS PEHTreHOHeraTMBHbIX OGBLEKTOB Mpu MNpo-
CTOM (PYTUHHOW) peHTreHorpadum, AOCTYMHOW GONbLUIMHCTBY
Nle4eBHbIX YYPEXOAEHUN B YPreHTHOM NopsaKe.

OAHMM M3 OCHOBHbIX METOA0B 1Ie4EeHUs AeTeN C CaMOCTO-
ATENbHO BBEAEHHbIM B YPETPY MHOPOAHbLIM TEIOM SBASETCA
MWHUMaNbHO MHBA3WBHOE €ro U3BJEYEHWEe C MPUMEHEHMU-
€M BHYTPMUMNPOCBETHbIX 3HAOCKOMUYECKUX MeToauK [1-3].
Y peten, Kak M y B3POC/bIX, B TaKUX Clydyasix NpUMeEHs-
0T /lTanapoOCKOMUYECKMI, TpaHCypeTpasbHbIM WAKM TpaHC-
Be3WKanbHbIM goctyn [7, 8]. B HEKOTOPLIX Cayvyasx MOXKET
notpe6oBaTbCi KOHBEPCUS ONepaTMBHOINO BMellaTenbcTBa
(co BCKpbITUEM CTEHKM MOYEBOro ny3bips) [8].

T. Kuang v coaBT. COBETYIOT NPUAEPKMBATLCA ChedytoLe-
ro NopsiAKa BbIMOAHEHWUS MaHUNYNALUMMA: MONbITKA NPSMOro
M3BEYEHNUS MHOPOAHOro Tena noAd BM3yalbHbIM KOHTPO-
nem (Npuv pacrnonoKeHWn WMHOPOAHOro Tena B NepeaHewn
4YacTM MOYeuCnycKaTeNbHOro KaHana), OocCylecTBieHue
TpaHCypeTpanbHOro Aoctyna nyTeM YpeTepoLMCTOCKOMNUMU,
3aTeM — MHEBMOBE3UKOCKOMNUK, B Cnydasx HeIPDEKTUBHO-
CTW 3HAOCKOMMUYECKMX METOOB — OTKPbITOE XMPYPruyeckoe
BMellaTenbcTBo [5, 9, 10].

TpaBmMaTnsaumsa HECKONbKKX NOMbIX OpraHoB (Hanpumep,
MO4Y€BOro My3blpsi BMECTE C CUTMOBUAHOM MM NPSIMOM KULL-
KOW) TpebyeT y4acT1s B onepaLmnmn HECKOIbKUX MPOPUNbHbIX
CNeLmanncToB 415 BOCCTaHOBAEHUS AedEKTOB U MPUHATUS
TaKTUYECKUX peleHUn (OAHOMOMEHTHbIM aHacToMO3 Wu
BpemMeHHas ctoma) [11, 12].

Hw»Ke npeacraBneHo onucaHue onbiTa nevyeHns pebeHka
C MHOPOJHbIM TETOM MOYEBOrO Ny3bIPsl, OCNOXHEHHbIM Nep-
dopaumnen Kak ny3sbips, Tak U CTEHKM CUTMOBWUAHON KULLKM.

KAUHUYECKWUA NPUMEP

O nauueHTte

[eBoyka B Bo3pacTe 7 NeT B COMPOBOXAEHUM MaTe-
pu pgoctaBnieHa 6puragon CKOPoOW MeAMLMHCKOW MOMOLLM
B MNpUeMHoe oTaeneHue o061acTHOM AETCKOM KIMHWUYECKOM
60MbHULbI C Kanobamu Ha 6011 B HUKHUX OTAENax KUBOTa
(NpenMyLLecTBEHHO B Haa/l06KoBOM 06nacTu), AUcCKoMdopT
npU MOYENCTNYCKaHNUM.

AHamHe3 60/s1e3HM. CO CNOB MaTepu, ONUCaHHbIE aso-
6bl Ha4Yanu 6ecnoKonTb pebeHKa 3a 2 OHSA A0 obpalleHus.
B cBA3KN ¢ coxpaHeHMeM 60nM 06paTUIMCb 3a MOMOLLbIO.
®daKT TpaBMbl MaTb 1 AEBOYKA OTPULIAIOT.

AHamMHe3 u3HU. PebeHOK eAMHCTBEHHbI B CeMbe,
obwmTtenbHas. Nocelwana AeTCKMU cal, Ha MOMEHT obpalle-
HUA nocewaet 1-n Knacc cpegHen oblieobpasoBaTeibHOM
WKonbl. Mocne WKonbl HaXoAMUTCA No4 NPUCMOTPOM 6abyLKK
0o npuxoga poautenen. C poauTensaiMu UM poACTBEHHUKa-
MW B KOHTaKTe, KOHOIMKTbI B CeEMbe MaTb pebeHKa He
oTme4aeT. ColmanbHble YCIoBUSA NPOXKMBAHUSA HOPMasbHbIe.
Mecuxnyeckune 3aboneBaHUs y 4I1EHOB CEMbWU OTCYTCTBYHOT.

dusukanbHaa gMarHocTMKa

O6Lee cocTossHne pebeHKa Ha MOMEHT 0BpaLleHns cpea-
HEeN CTEeNeHW TSXKECTU MO MPUYMHE BblparKEHHOro 60/1eBOro
cuHapoma. XXnBoT BM3yasibHO NMpaBuibHON GOpPMbl, 06bIYHOM
BEJ/IMYMHBI, MATKMI, AOCTYNEH Manbnauuu BO BCEX OTAenax.
[Mpu BbINOAHEHUN TY6OKOM Nanbnauun — 60Me3HEHHbIN Hag
NIOHOM. HapyHble nonoBble opraHbl cHOpPMMpPOBaHbl MNpa-
BWIbHO MO YXEHCKOMY TUMY, OTMEYaNNUCb BblParKEHHbIR OTEK
W TUNepPeMUs CIM3MCTon 060104KN BOKPYI HapY*KHOMO OTBEp-
CTUa ypeTpbl U NpeaaBepus BRaranuwa. latonornyeckoro
0TAENSIEMOro U3 YPETPbI U BAaranuiia He oTMevanochb.

Vasily P. Gavrilyuk?, Oleg V. Lukin2, Dmitry A. Severinov?, Olga V. Padalkina?

1 Kursk State Medical University, Kursk, Russian Federation

2 Kursk Regional Children’s Clinical Hospital, Kursk, Russian Federation

Bladder and Sigmoid Colon Perforation with a Ball Pen

in a Child: Clinical Case

Background. The incidence of foreign bodies in urogenital system has increased significantly among children over the past decades.
However, patients' admission for help is usually late, that leads to life-threatening complications (perforation, bleeding, peritonitis).
Clinical case description. A girl, 7 years old, was taken to the admission ward of the Regional children's clinical hospital with her
mother. Complaints included moderate pain in suprapubic region, discomfort during urination for 2 days before admission. Survey
urogram of lower pelvis (centered on the bladder) has revealed radiopaque foreign body in the bladder, presumably ball pen refill.
Emergency cystoscopy was performed. Ball pen was visualized in the bladder cavity, its refill was fixed in the bladder mucosa near its
neck, whereas, blunt end, presumably, has perforated its posterior wall. Removal of the foreign body transuretrally was not possible
due to its large size and tight fixation in the bladder tissues. It was decided on case conference to perform lower midline laparotomy for
adequate evaluation of lower pelvis hollow organs damage and removal of large foreign body. Infiltrate was found in the pelvis (part of
greater omentum and sigmoid colon fixed to the bladder), during its separation the foreign body was removed. All detected perforations
of the bladder posterior wall and sigmoid colon were sutured with vicryl sutures (two and three rows, respectively). After the surgery, we
gave a talk to mother and girl about the the reasons for inserting a foreign body into the bladder. The girl reported that she did it on her
own, put it through urethra, but she was afraid to admit to her mother. Clinical psychologist was consulted to evaluate psychological
portrait of the child and the family. No factors that could provoke a child to act like this have been identified. The girl was discharged
after restoring independent stool and diuresis. Follow-up for 3 years: the girl grows and develops by age. Conclusion. Intraluminal
examination methods in the diagnosis of foreign bodies of the urinary tract play the crucial role. They allow us to quickly move from
diagnostic procedure to surgical intervention. However, open surgery with interdisciplinary team is advisable as exceptional approach
to treatment in case of large foreign bodies of lower urinary tract.

Keywords: children, perforation, bladder, sigmoid colon, foreign body, ball pen
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JlaGopaTopHble U UHCTPYMEHTaJIbHble

uccnepoBaHUs NPU NOCTYNEHUN

B ycnoBUSAX MPUEMHOTrO MOKOS BbINOMHEHbI KIIMHUYECKUI
aHaliu3 KPOBW (BbIIBIEH HE3HA4YUTENIbHbIM NEKOLMTO3 —
9,7 X 109/n; Hopma Ao 6,5 X 10°2/1) ¥ MOuM (BbiSIBNEHbI
MWKporemaTtypus, nenkouuntypus, 6aktepuypms). Mo gaHHbIM
YNbTPa3BYKOBOrO UCCNELOBAHWUSA MOYEK, OPraHOB GPIOLLIHOM
NoJIoCTU (U3MEHEHUIN He BbISBNEHO) MU Masoro tasa B MNpo-
CBETE MOYEBOT0 Ny3bips 0OHaAPYKEHO MHOPOLHOE TENO /n-
HOM 0KO010 12 cMm, TonwuHor Jo 0,5 cM (pyyKa? KapaHzaw?),
CTEHKM MOYEBOro ny3blpa YTOMLWEHbI, KPOBOTOK nepudo-
KalbHO OpraHa YCW/eH. Y4uTbiBas MOJIyYEHHbIE [aHHble,
pebeHKy npoBeaeHa 0630pHas yporpadus (C ueHTpaumen
Ha MO4Y€eBOWM My3blpb), HA KOTOPOKW B NPOEKLMK Manoro Tasa
06GHapyXeHO PEHTFEHOKOHTPaCTHOE MHOPOLHOE TeNo (BU3Y-
aNbHO — HaKOHEYHMK OT LWapUKOBOM aBTOPYYKHM) (pUc. 1).

MpeaBapuTenbHbI AUarHo3
MHopoaHoe Teno (pydka? KapaHaall?) MOYeBOro ny3bl-
ps. OCTPbIN LUCTHT.

AnHamMuKa u ucxopabl

Pe6eHOoK rocnuTannM3anpoBaH B XMpPypruyeckoe otgene-
Hue. MNpoBeaeH KOHCUAMYM ANns onpeaeneHus aanbHeunwen
TaKTUKKM nevyeHns. MaTtb Gblna npovHGopmMMpoBaHa O Nosy-
YeHHbIX pe3ynbTatax o6cnefoBaHWs, OOBSACHWTbL Hanuyne
WHOPOAHOIrO Tena B 061aCTM MOYEBOro Ny3blps pebeHKa He
cmorna (6blna yaMBneHa M WOKMPOBaHa 3TUM 06CTOATENb-
CTBOM, C €€ C/I0B, «pebeHOK 3Toro caenatb He Mo ). B cBa3u
C OTCcyTCTBMEM MHOOPMALMM O OASIUTENbHOCTU HaXOXAEHUS
WHOPOAHOrO Tena B MOYEBOM My3bipe, HaAu4yMem narto-
JNIOTMYECKUX UBMEHEHUN B KIMHWMYECKOM aHaiM3e MO4u,
BbICOKMM PUCKOM nepdopauunmn CTEHKM MOYEBOro My3blps
KPYMHbIM MHOPOAHbLIM TENOM KOJIErManbHO NPUHATO pelue-
HME O NMPOBEAEHNN YPETEPOLIMCTOCKONUKN ANs onpeaeneHns
JanbHeNLWen TaKTUKMN.

Mpu ypeTepoLMCTOCKONMUM NPOTAXKEHHOCTb YPETPbLI PebeH-
Ka po 3 cMm, uuctockon 14 Ch npowen 6ecnpensTCTBEHHO.
Paamepbl Mo4eBoro ny3bips (06bem o 200 M) COOTBETCTBYIOT
Bo3pacTty. O6HapyXeHa Bblpa)KeHHas rMnepemMus CIM3ncTom
060/I04KM MOYEBOrO My3bIps, B MECTE KOHTAKTa C LIMCTOCKO-
nom o06pa30BbIBaINCL remopparin. YcTbst MOYETOYHUKOB pac-
MONOXEHbI TUMWYHO, Ha GOHE OTEYHON U FMNEPEMUPOBAHHOM
CNM3MCTON 060M04YKM. Ha 3aaHen CTeHKe MOo4eBOro ny3bips
06HapyXKeHbl CryCTKM KpoBW. 10 3agHEBEPXHEN CTEHKE MOYe-
BOro ny3blpsi IeBee 0T CPEANHHON IMHUM OBHapPYKeHO nepdo-
paTMBHOE OTBEPCTUE (AMAMETPOM OKONO 1 CM), OKPYXEHHOE
MHOUIBTPUPOBAHHBLIM BaIMKOM C/IM3UCTOM 060/I04KM C Hane-
ToM dMbpuHa. Hepes gaHHOe OTBEPCTUE B NOSIOCTb MOYEBOIO
ny3blps BbICTynana LWapuKoBas aBTOPYYKa, MULLYLINWA KOHEL,
KOTOPOW ynMpasncs B HUKHIOK CTEHKY MOYEBOro ny3bips. MNpwu
nonbITKE yaaneHus (Tpakuus aHAoMeTen) MHOPOAHOro Tena
nocnegHee nNA0OTHO (GUKCMPOBAHO B BOCMANIEHHbIX TKAHAX
opraHa 3a CYeT CBOMX pa3MepoB. MHTpaonepalMoHHO npwu-
rnalweH Bpay-rMHEeKONor Ans OCMOTPAa HapyXHbIX MOM0BbIX
OpraHoB [AEBOYKM (BBMAY HEACHOrO MyTU MPOHUKHOBEHMUS
MHopoaHoro Tena). lMpu OCMOTPE AaHHbIX 3a NOBPEXAEHWE
HapYXHbIX MNOIOBbIX OPraHOB HE BbISIB/IEHO.

YynTbiBasi 3Ha4MTENbHOE MNOBPEXAEHNE CTEHKN MOYEBO-
ro ny3bipsi, HEBO3MOXHOCTb M3BNEYEHUS MHOPOAHOIrO Tena
3HAOCKOMMYECKUM CMOCOBOM, BbICOKMI PUCK TpaBMaTtusa-
MM MOYEBbIBOASLLMX NMYTEN U NMPOHUKHOBEHWUS aBTOPYYKMU
B OPIOWHYK MNOMOCTb, PEWEHO MPeKpaTUTb AanbHenuwee
ncecnefoBaHne M BbIMONHWUTb HUMKHECPEAMHHYIO Nanapo-
ToMMI0. B pedynbtate B 0671acT Manoro Tada o6Hapy»KeH
PbIXblA MHOUABTPAT, COCTOSAWMM N3 NPSAM 6O0bLIOTO CaNb-
HMKa M CUIMOBMAHOW KULIKK, GDUKCUPOBAHHBLIX K 3adHen

Puc. 1. 0630pHas yporpaMma nalueHTKM (Bo3pacT 7 neT),
rocnuTannM3npoBaHHOM ¢ 6ONbIO B HUXKHWX OTAENax XuBoTa
Fig. 1. Survey urogram of a patient (7 years old) hospitalized
with lower abdominal pain

-

MpumeyaHue. Busyanuaunpyetcs peHTreHOKOHTpacTHOe MHOPOAHOE
TENO B NPOEKLMM Manoro Tada (HaKOHEYHMK OT LWAPUKOBOMN PY4YKHM).
McTouHumK: CeBepunoB [.A., 2021.

Note. Radiopaque foreign body is visualized in pelvic projection
(ball pen refill).

Source: Severinov D.A., 2021.

CTEeHKe Mo4eBOro nysbips. MNpu pasgeneHun nHdunbTpata
no 3ajHeBepPXHEN CTEHKE MOYEBOro My3bips onpeaensercs
oKpyrnoe nepdopaTtmBHoe oTBepcTme 4o 1,0 cM B AnameTpe
C HanoXeHusMu GubpuHa, U3 KOTOPOro BbICTYNaeT 4acTb
MHOPOAHOro Tena (M1acTUKOBLIM KOPMYC WapWKOBOW aBTo-
pydKmn) (puc. 2). Mpagb 60MbLIOro canbHUKa XpAWEeBUAHON
MAOTHOCTKU, OpOopMIEHA B MNOTHbIN KaHan (4IMHON 40 2 CM,
anamMeTpoM 4o 1 cMm), HanpaBfieHHbIM K U3rnby CUrMoBua-
HOW KULWKMK, rae GUKCMpoBaHa No ee NpoTMBOGPbIXKEEYHOMY
Kpato Ha/loXKeHUaMn dpubpurHa.

Mocne otaeneHust canbHWKa OT KULLKKM OBGHapYKeHo nep-
dopaTMBHOE OTBEPCTUE C HEPOBHbLIMKU KpasmMu AMaMeTpom
1,5 cM, B KOTOPOM OnpeaensieTcs 4acTb NNacTMKOBOM aBTOpYY-
KM C 3arnyLwKomn-Konnadkom (puc. 3). MHopoaHoe Teno yaaneHo.

B cBA3WM C BblpaxKeHHbIMW W3MEHEHUAMU KULIEYHOWM
CTEHKM B 061acTh nepdopaLMmn BbINOMHEHO LiaasLiee ncce-
YeHue ee KpaeB B npeaenax 340poBbix TKaHew. Mocne yero
HanoeHbl Webl (Tpy paga, Bukpun 3/0). MNepdopatnuBHoEe
OTBEPCTME MOYEBOro My3blps YWKUTO ABYPSAHLIM KUCETHLIM
weoMm (Bukpun 3/0). YcTaHoBneH MoyeBoi Katetep dones
4NS OTBEAEHUS MOYM U WMHCTUANSALMKM pacTBOpaMM aHTU-
CenTuUKoB. JlanapoTOMHas paHa MOCNOMHO yWwwWTa Harnyxo.
BblnonHeH TyaneT paHbl, HasloXKeHa acenTuyeckas noBssKa.

Mocne onepaTMBHOrO BMellaTeNnbCTBa BbICTaBNEH
anarHo3: «MHopogHoe Teno O6pILWHOW MONOCTU (LWapUuKo-
Bas aBTOpy4yKa) ¢ nepdopaumernt MOYeBOro ny3blps, CUr-
MOBWOHOM KWWKKU. NHOuUnbTpaT mManoro taza. OMEHTUT.
MocTTpaBMaTtU4eCKUM LIUCTUT.
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 2. Jlanapotomusi y AeBOYKM B BO3pacTe 7 NIET C UHOPOAHbLIM TENIOM B HUMHWMX MOYEBbIBOASILLMX MYTAX
Fig. 2. Laparotomy in 7-yers-old girl with foreign body in the lower urinary tract

lMpumeyaHue. A — nHopogHOe Teno (YKa3aHo CTPEIKOM) MeXay 3afHen CTEHKOM MOYEBOrO Ny3bipsi U CUrMOBUAHOM KULWKOKW; B — nepdopatnBHoe
0TBEPCTME CUrMOBMAHON KULWKK NOCne yaaneHns MHOPOAHOro Tena.
McTouHuk: Cesepuros [.A., 2021.

Note. A — foreign body (shown with arrow) between posterior bladder wall and sigmoid colon; b — perforation of sigmoid colon after foreign
body removal.
Source: Severinov D.A., 2021.

Puc. 3. lHopoaHoe Teno Manoro Tasa 60/blWKX pa3mMepoB, M3BIEYEHHOE Y IEBOYKHM (BO3pacT 7 NeT)
Fig. 3. Large pelvic foreign body removed from a girl (7 years old)
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lNpumevaHme. A — cxema pacrnonoXeHnus MHOPOAHOro Tena B 6PIOWHOM NOOCTU U Manom Tady (Ml — moyeBo# Ny3bipb, M — MaTKa,
C — curmoBumaHas K1wka); b — BMA yoaneHHoro MHOPOAHOro Tena — LWapuKoBas aBTopyyKa.
McToyHuK: CesepuHoB [.A., 2021.

Note. A — schematic layout of the foreign body in abdominal cavity and pelvis (B — bladder, M — womb, S — sigmoid colon); b — appearance
of removed foreign body — ball pen.
Source: Severinov D.A., 2021.

Pe6eHOK 6bl1 NnepeBefieH B OTAe/IeHNe aHeCTE3U0/0MMK HOKanpOHOBOM KWCNOTbl B TeyeHne 5 CyT. Ha 5-i geHb

n peaHnmMaulunun, aHTEpPasibHaaA Harpy3ka Ha4darta Ha 3-n CYyT. nocne onepaunn B CBA3U C OTCYTCTBUEM KPOBAHbBLIX CTYCTKOB
[NocneonepaunoHHbI Nepuog npoTexkan 6e3 OCNOMHEHWUN. B MPOMbIBHbIX BOAaxX W MOABNIEHUEM CaMOCTOATENIbHOIO
C uenbio o6ecrnevyeHuns remocTasa nosocTb MOYEBOro ny3bl- CTyna AeBO4YKa nepeBefeHa B XUpyprndyeckoe oTaeneHue.

pPA exegHEBHO TPEXKPATHO MpoMbiBasiaCb PpacTBOPOM aMU- MoueBoW KaTeTep M3BNeYeH Ha 12-e CyT nocrne onepauun.



OT KOHcynbTaumm pebeHKa ncuxuaTpom MaTb pebeHKa
OTKa3anacb. [lana cornacue TobKO Ha KOHCY/bTaLMIO MCHUXO-
nora. TakxXe nocne onepaTMBHOro ie4eHUs ¢ MaMoKn pebeHKa
M EBOYKOM NpoBedeHa 6ecefa 0 NpMyYMHax nonagaHus MHO-
poaHoro Tena B Mo4YeBOM Ny3bipb. [JeBoYKa cooblmna o ero
CaMOCTOSITE/IbHOM BBEAEHWM Yepes ypeTpy 3a 3 AHS Ao obpa-
LeHns, B Yem nobosinacb NpM3HaTbcs Matepu. KNMHUYECKnn
MCUXOMOr HE OTMETUN UBMEHEHWI B CEMbE, KOTOPbIE MOMK
6bl cnpoBoLMpoBaTb pebeHKa Ha NOAOOBHbIN Lar.

Peb6eHOK BbINMCaH B YAOBNETBOPUTE/IbHOM COCTOSIHWUM
ansa amb6ynaTopHoOro HabalAeHUs MO MECTY XKUTenbCTBa
(BKKOYasa opraHbl oneKkn) Ha 14-e cyt nocne onepauumn. Ctyn
N MOYencnycKaHne caMoCTosATENbHbIE.

Yepes 3 mMec nocne onepatMBHOro BMellaTeNbCTBa Bbl-
nosHeHa nnaHoBas uUMcTockonus. Mo 3agHen CTEeHKe Moye-
BOro ny3blps oTMeYaeTcs nposabupoBaHMe CAU3UCTON 060-
JIOYKM B 30HE npepllectsoBaBlien nepdopalymu, B LEIOM
cnmM3uncTtas o6oso4Kka 6e3 BUAMMbIX M3BMEHEHUH, BbIGpOC M3
060MX MOYETOYHMKOB HE HapylleH, yCcTbsl He aedopmMupoBa-
Hbl. }ano6 co CTopoHbl MaTepu U pebeHKa Ha paccTponcTea
MOYENCMYCKaHMS 1 HapylleHWe aKkTa gedeKaLmm HeT.

OBCYXAEHUE

KaK n3BecTHO, AeTK COCTaBNAOT OCOBYIO rpynny Hacene-
HWS, KOTOpPasi BO MHOrOM 3aBUCUT OT POAMUTENEN, U 3a4acTyio
CKPbIBAIOT OT CTapLLUMX CBOM MPOCTYNKK U pasdnnyHble daKTbl
M3 cBOEeNn Xu3Hu [5]. Kak n B onncaHHOM cfyyae, AeBo4YKa
He coobLmMna Mame 0 NomMbITKax «CaMONO3HaHUs» BNAOTb 4O
onepaTtMBHOro nevyeHus. Bmecte ¢ Tem, 601€BON CUHAPOM
B MPOEKLMU HUKHNUX OTAENOB XMBOTA, MONOBbIX OPraHoB UK
aHaNbHOro OTBEPCTUS NMO3BONSET 3aMOA03PWUTb HE TOMbKO
OpraHW4YecKylo NaToNoruo, HoO U Hanuyine MHOPOLHOro Tena.
Mpu 3TOM NOTEHLMaNbHBIM MHOPOAHLIM TEIOM, BBEAEHHbIM
Yyepes eCcTeCTBEHHbIE OTBEPCTUS, MOXKET ABNATLCA ASTUHHbIN
TOHKWMIW NMpeaMeT, TaKoM KaK KapaHgall, pydka, ¢pparMeHThbl
urpywekx (to, ¢ 4yem urpatot getu). lloatomy Bcerga cneay-
€T y4YuTblBaTb BO3MOMKHOCTb CaMOCTOATENIbHOrO BBEAEHWS
pebeHKOM MHOPOAHOro Tena B ypetpy [11].

Bbi6op cnoco6a M3BneYEHUS MHOPOAHBIX TEN U3 HUKHMX
MOYEBbIBOASLLMX NyTEN BO MHOIOM 3aBWUCUT OT UX pa3mepa, pop-
Mbl, MaTepvana MHOPOAHOrO Tena, BO3MOXKHOCTM dparmeHTa-
LMY ANIMHHBIX M 06BEMHbIX MTPEAMETOB, HAIMYKS OCTPbIX KOHLOB,
a TaKe OT mecTa Nlokanusdaumu [12, 13]. OteyecTBeHHble [3]
N 3apybexHble OEeTCKMe XMpypru [6] npu nokanuMsauuum UHO-
POAHOro Tena B MPOCBETE YPETpbl U/Wan B MOAOCTU MOYEBO-
ro My3blpsi CYMTAOT OMTUMaNbHbLIM TPAHCYPETPanbHbIA AOCTYN
npu OTCYTCTBUM TpaBMbl GM3NEXKALLMX opraHoB. TaK, A. Jain
M COaBT. MOKa3anu, YTO MHOPOAHbIE Tena, NOKaIU30BaHHbIe
HUXXEe MOYernonoBon avadparmbl, MOryT 6biTb yAaneHbl 3HAO-
CKOMWYECKM, TOrAa KaK AN yaaneHns MHOPOAHbIX Tes, pacno-
NTOXKEHHbIX Bbllle, Heo6XoAMMa KOMOUHALMS 3HAOCKOMUYECKMX
MaHUNYASLUMIA C OTKPbITbIMU TEXHUKAMW XMPYPrUYECKOro BMe-
watenbctBa [14]. B HeKoTOpbIX ciyvyasax gonyctuma dparmeH-
TaLmMs MHOPOAHOrO Tena B MOAOCTM MOYEBOr0 Ny3bIpsi C LeNblo
CHWXKEHMS PUCKa TPaBMaTU3aLMKU MOYENCNYCKaTENbHOMO KaHa-
fla ¥ NPOBeLEHNS ONePaTUBHOIO JIe4YEHUS UCKIOYUTENBHO BHY-
TPMNPOCBETHLIM AocTyrnom [15]. Mo HalweMy MHeHUIo, BHeape-
HWEe MHOPOAHOrO Tena B GPIOLLHYI0 MOMOCTb C NOBPEXAEHUEM
OpraHoB Manoro Tada TpebyeT COYETaHUA OTKPbITbIX METOAOB,
a TaKKe NMPUMEHEHHWsI COBPEMEHHbIX CNOco60B BU3yanusaumum
(Hanpumep, PEHTIEHO- UK BE3UKOCKOMUHN).

B coBpeMeHHON yponorM4yeckon npakTuKe ansg uaenedve-
HWSI MIHOPOAHbBIX TN U3 MOYEBLIBOAALLMX NYTEN Y AETEN LIMPO-
KO MCNONb3YloTCH Waaalme ManoMHBa3UBHbIE TEXHOIOMMK.
OaHaKo B HaleM ciydyae MCnonb30BaHWE nanapocKonuye-
CKOro goctyna 6b110 OrpaHU4YeHHO M3-3a HESICHOCTU aHaMHe-
3a U BbISIBEHHOIO COYETAHHOIr0 MOBPEKAEHUS BHYTPEHHMUX

OpraHoB B pe3ynbraTe MPOHWKHOBEHWS WMHOPOAHOro Tena
B GPHOLLIHYIO NONOCTb. Hebonblune pa3aMmepbl NOJOCTU Manoro
Taza 1 6/M3Koe PacnofioKeHNe OpraHoB Masoro Tasa y AeTen
3aTPYAHSIOT MaHWUNyASLMKM NOAOGHOMO poja y NaLMeHToB geT-
CKOro BO3pacTa B YPreHTHbIX CUTyaumsx. Kpome Toro, B Hawem
c/lydae OTKPbITOE XMPYpruyeckoe yaaneHue O6bl10 HeobXo-
AMMO M3-3a OTHOCUTENBLHO KPYMHbIX pa3MepoB WMHOPOLHOMO
Tena, ero BKAMHEHUS U NNOTHOM GUKCaLMK B NOBPEXAEHHON
CTEHKE MOYEBOro Ny3bips. [anbHenwme MaHUnynsLumMm ¢ npu-
MEHEHWEM MaslOMHBa3WBHOIO AOCTyna B OMUCAHHOW cuTya-
LMK MOIIM NPUBECTH K ellle 60MblUen TpaBMaTU3aLnmn TKaHeN.
Mcxoaa mn3 atoro, xvpypram/yponoram cregyeTt cobniogatb
KPaMnHIO OCTOPOXKHOCTb MPW BbINMOAHEHUN TaKMX NpoLeayp
3HAOCKOMUYECKMM CNocoboM, 4TObbl M36exaTb ATPOreHHOon
TpaBMbl, BbI3BaHHOW HeNpeaHaMepeHHON MUrpaLmen ocTpbix
MHOPOZAHbIX TeN B Npeaenax yperpanbHoro TpakTa.

Heo6xoanMmMo oTMETUTb, YTO NOAPOOGHbLIN C60P aHaMHe3a
ABNAETCS KIOYEBLIM MOMEHTOM ANS BbiGOpa AnarHoCcTUYe-
CKMUX U TepaneBTUYECKMX MeTOAO0B. TaK, y Hallen NaumeHTKn
no NpUYMHE MNONOBO3PACTHbIX OCOBGEHHOCTEM He yaanocb
B MO/HOM 06bemMe cobpaTb aHamHe3 3aboneBaHus (AeBoY-
Ka yramBana ¢aKT BBeAeHMs MHOPOAHOro Tena B YPETpy),
4YTO CO34ano onpeaeneHHble TPYAHOCTM B AMarHocTtuke. Ho
BbIMO/IHEHHbBIN 06bEM UCCNefoBaHWN (KIUHUYECKUN MUHU-
MYM W UHCTPYMEHTaNbHble METOAbI) MO3BOWA BbIBUTb MHO-
pofHOEe TENo MOYEBOro My3blpsi M BbiGpaTb ONTUMasbHYIO
TaKTUKY AanbHENLNX 4ENCTBUN.

3AKJ/IIOMEHME

MprBEOEHHbIN KIMHUYECKUM NpUMep AOKa3blBaeT, 4To
MHOPOJHbIE Tena HUXHMX MOYEBbLIBOASALWMX NyTEM MOTyT
Bbl3BaTb 3aTpPyAHEHWS B AMArHOCTMKE M3-3a HEOAHO3Hau-
HOMO WM HEMONHOTO aHamMHe3a, OTCYTCTBMS cheunduye-
CKMX KIMHUYECKMX MPU3HAKOB. TaKKe He BCe WMHOPOAHblEe
TeNna BO3MOKHO BbISIBUTb C MOMOLLbIO YbTPa3BYKOBbIX MK
PEHTIEHONOMMYECKUX METOOB UCCNEeA0BaHUS, KaK 3TO Onu-
CaHO B MpWBEAEHHOM cnyyae. B ¢BA3W € 3TUM MUHUMAaNb-
HO MHBa3WMBHas 3HLOCKOMMUS CYMTAETCH METOAOM MepPBOM
NIMHWKM AN OOCTOBEPHOW AMArHOCTMKM W mnocneaytolero
yAaneHus MHOPOAHbIX Ten (B 3aBMCMMOCTM OT pa3mepoB
W CTPYKTYpbl, MaTepuanoB Koprnyca) U3 HUKHWUX MOYEeBbIX
nyten. OgHaKo BO3MOXHOCTU 3HAOCKOMNUK B Ka4ecTBe eanH-
CTBEHHOI0O MeToAa NeyeHuss MOryT ObiTb OrpaHUYEeHHbIMU
(Hanpumep, n3-3a GopMbl U pa3MeEPOB MHOPOAHOIO TeNa UnKn
e Mo npuynHe nepdopalmn pacnonoXeHHbIX PSAOM opra-
HOB). B Takux cnyy4yasax 060CHOBaHHbIM SBASETCH OTKPbITOE
onepaTMBHOE BMeELLATENbCTBO, KOTOPOE MO3BOMUT OLEHUTb
CTeneHb U3MEHEHUS NMOBPEKAEHHbIX OPraHOB M BbIMOHNUTD
KoppeKumio 4edeKTOB TPaBMUPOBAHHbIX TKAHEN.

WHO®OPMUPOBAHHOE COIIACUE

OT 3aKOHHOr0 NpeacTaBuTeNsa NauueHTa (Matepu) nonyye-
HO NUCbMEHHOE MHPOPMHUPOBaHHOE 4OBPOBOJIbLHOE cornacue
Ha Ny6MMKaLMIO OMUCaHUS KIMHWYECKOrO ciyvas, peaynbra-
TOB 06CnefoBaHUs U nevyeHns pebeHKa C UCMoNb30BaHWEM
doTorpadui naumeHtTa B MEOQULMHCKOM XypHane, BKIo4as
€ro 3IEKTPOHHYIO Bepcuto (aata noanucanus: 03.04.2021).

INFORMED CONSENT

Patient’s legal representative (mother) has signed written
voluntary informed consent on publication of clinical case
description, diagnosis and treatment results, and patient’s
photos in medical journal, on-line version included (signed
on 03.04.2021).

UCTOYHUK ®UHAHCUPOBAHMUSA
OtcytcTBYET.
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0O6ocHoBaHHue. CBoeBpeMeHHas AMarHocTuka cucteMHon ckaepogepmmmn (CCL) no3BOAsSieT JOOUTLCA CHUKEHUSI pUCKa
pa3BUTUS OCTIOKHEHMI 3a60eBaHUsI U MHBaAUAM3aummn naumeHToB. O4HaKo ycTaHOBIEHUE NPaBu/IbHOIro AMarHo3a 3atpya-
HSAET pa3Hoobpasune KIMHUYECKUX GopM M BapuaHTOB 3abosieBaHUs. OnucaHne KaunHm4deckoro cay4das. CCL y manbymKka
B BO3pacTe [0 5 neT pacuyeHuBanacb KaK BPOXAEHHas reMmatpogus KOXU, 10 NoBOZY KOTOPOK pebeHOoK Habsogasncs
y Aepmartonora, ie4eHne 6e3 agppekTa. [locne yctaHoBneHus agnarHo3a CC/L B 5-neTHem Bo3pacTe rpoBoauaach Tepanus
MeTOoTpeKcaToM U NpeaHn30/10HOM. B Bodpacte 10 neT nossBMANCH U B AallbHENALLEM MPOrpeccMpoBasin nogHorTeBble 38bl
M NPU3HaKU OCTe0/IM3a ANCTallbHbIX QanaHr naabues. [1o0 aTOMy NnoBogy am6ynaTopHo pebeHKy MPOBOAMIN 1I€YEHUE OHU-
XOMMKO3a 6e3 appeKTa. Pe6eHOK rocnutaan3nmpoBaH B cTayuoHap. B TeyeHne 21 cyT npoBoauiachk Ba3oTporHas Teparnus
(NEHTOKCUDUIIIINH, HUDEAUNUH, anrnpoCTamns) C MNoJIOKNUTEbHbIM 3PHEKTOM (OTMEYEHO YMEHbLLIEHUE J1oLWaan v [TyOUHbI
MnojHoOrTeBbIX 13B). 3aKntodeHue. [1034Hs5 anarHocTuka CC/l ctana NpUYnHON pa3BUTHUSI COCYAUCTLIX HapyLIeHNH, a HeBep-
Hasi MHTepnpeTaLuus KIMHNYECKUX MPU3HaK0B 3TUX OC/I0XKHEHMI NpUBEa K UX MporpeccmpoBaHmio. BasoTponHas Tepanus
103B0oJ1M/1a JOOUTLCSA MOJTOKUTETIbHOIO 3QPeEKTa.

KntoyeBble cnoBa: 4eTH, CKIepoJepmMus, CUHAPOM PeliHo, annpocTaini, KIMHUYECKUNA Cayqan

Ans umtnpoBaHus: boromonosa t0.C., CaHTanosa I.B. [1034HA9 AMArHOCTMKa CUCTEMHOW CKNEPOAEePMUM C COCYAUCTbIMU

OCNOXHEHUSMU: KIIMHUYECKUI cnydan. Bonpockl coBpemeHHou negmatpun. 2024;23(6):495-502.
doi: https://doi.org/10.15690/vsp.v23i6.2823

OBOCHOBAHME

CuctemHas cknepogepmus (CCLl) — MynbTUCUCTEMHOE
ayTOMMMYHHOE peBMaTMyeckoe 3abosieBaHWe, xapaKkTe-
pusylolieecs MNoBpexAeHWEM MWKPOCOCYAMCTOro pycna
N U36bITOYHBIM OT/IOXEHUEM KOMNTAareHa B KOXe W ApYrnx
opraHax, Takux Kak OnopHO-ABUraTeNbHbIV annapar, ner-
KWe, NOYKMU U KeNnyaoYHO-KULLEYHbIM TpaKT [1]. 3Tnonorus
3ab0/ieBaHUa HeU3BeCTHa, BMeCTe C TeM, 06CyaaeTcs
naToreHeTM4yecKas posib reHOB, aCCOLMMPOBAHHbIX C KOH-
Tponem BocnaneHus [2], a Takke GaKTopoB OKpyrKatowen
cpeabl (KpemHeseMHasd nbinb, 1ekapctsa) [3]. [MocneaHue,

Julia S. Bogomolova, Galina V. Santalova

aKTUBUPYS MeTunuposaHue cantoB CpG B npomoTop-
HOM ob6nactu reHa FLI1 (KogupyeT daKTop, WUHIMOUpyY-
IOWMMN TPaHCKPUNUMIO reHa KonnareHa) B ¢ubpobna-
CTax, BbI3blBAlOT yBeNMYEHUE NPOAYKLMKM KonnareHa [4].
Kpome Toro, o6Hapy>keHa CBA3b METUAMPOBaHUA CanToB
CpG B npomoTopHOM o6nacth reHa NOS3 (koaupyeTt
9HAOTENMaNbHYlD CMHTady a3oTa 3-ro Tuna), 4Yto BeneT
K CHUXEHWIO npoayKuum okcuaa asota (NO) y nauu-
EHTOB C CUCTEMHbIM cKinepo3om [5]. TaKxe onucaHa
cBA3b ¢ pa3Butvem CC/l Bupyca repneca 8-ro tuna [6]
W uMToMeranoBsupyca [7].

Samara State Medical University, Samara, Russian Federation

Late Diagnosis of Systemic Scleroderma with Vascular Events:
Clinical Case

Background. Timely diagnosis of systemic scleroderma (SS) can reduce the risk of complications and disability in patients. However,
correct diagnosis is complicated by the diversity of disease clinical forms and variants. Clinical case description. SS in a boy under 5 years
old was considered as congenital skin hemiatrophy, thus he was observed by dermatologist (treatment without effect). Methotrexate and
prednisolone therapy was administered at the age of 5 years after diagnosing the SS. Subungual ulcers and distal phalanges osteolysis
appeared and further progressed at the age of 10 years. In this regard the child was treated for onychomycosis outpatiently, however
with no effect. Later the child was hospitalized. Vasotropic therapy (pentoxifylline, nifedipine, alprostadil) was carried out for 21 days with
positive effect: decrease in the area and depth of subungual ulcers. Conclusion. Late diagnosis of SS has led to vascular events whereas
incorrect interpretation of clinical signs led to their progression. Vasotropic therapy has achieved positive effect.
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KnuHunyeckKoe Ha6noaeHue

Tpoduryeckre M3MeHeHUs (0T HEGONbLUIMX M3bA3BIEHNUN
[10 TSKENbIX HEKPO30B M raHrpeHbl NanbLEeB) B CBA3M C Hapy-
LUEHMEM MUKPOLMPKYNALUMK pa3BuBatoTcs Yy 17% GONbHbIX
¢ CC[, y n0/IOBUHbI U3 HUX — MHOroKpaTHo [8]. Mpu aTom
cneunduyecKne noparKeEHUs KOXKM U BacKynonatus (CUHA-
poM PenHO, f13BOYKM M PYOYMKM Ha nanblLiax KOHEYHOo-
CTeln) OKa3blBalOT 3HA4YMMOE HeraTMBHOE BIIMAHUE Ha Kave-
CTBO W3HW nauueHToB [8]. lNaToreHeTMyeckom OCHOBOM
cUMHApOMa PenHO M Apyrux COCyAMCTbIX OcnoxHeHun CCL,
(neroyHon apTepuanbHOM FMNEePTEH3UU, MHTEPCTULMAIBHOIO
NMOpaKeHUs NErkux) ABNseTcs sHAoTennanbHas AUCOYHK-
LUMS, XapaKTepusylouwascs HapyleHuem 6anaHca Mexay
Ba30KOHCTPUKLMEN M BazogunaTaumen ¢ AOMWHUPOBAHMU-
€M MNepBOM M COMPOBOXKAAOWAACA XPOHUYECKON ULLEMMEN
TKaHen [9, 10]. B yacTtHOCTH, NpU cMHAPOME PeiHo npowc-
XOOWUT CHUXKEHME KOHUEHTpaLnn B nepnudepnyeckon Kposu
BalogunaTupyoLmMx meguaTopos, Kak, Hanpumep, NO [11],
W, HaMpoTWB, yBENWYEHWE KOHLEHTPALMM BaA3OKOHCTPUK-
TOpHOro MeguaTopa aHgoTennHa 1 [12]. Mpu CHUKEHun
KoHueHTpauun NO ycunuBaeTcsa arperayus TPOMOGOLIUTOB,
a JHAOTeNManbHble KNETKM CTAaHOBATCS 60nee 4yBCTBUTESb-
HbIMW K OKMCAIUTENbHOMY noBpexaeHuto [13].

YcTtaHOBNEHUE npaBuibHOro anarHo3da CCL 3atpyaHsaeT
pa3Hoo6pas3ne KIMHUYECKMX GOpM W BapuaHTOB 3abone-
BaHusa [14]. Kak cneacrteue, oT NepBbiX CUMMATOMOB 60/1€3-
HW OO €e AMarHOCTUKM npoxoauT B cpeaHem 11-13 wmec,
a B 20% — 6onee 2 net [15]. B peaynbrate y 70% 60/bHbIX
M3Ha4vanbHO BbICTABNSETCA HEBEPHbIN AMarHo3, Jalle BCero
(B 44% cny4aeB) — aTtonuyecKkunn agepmatut [15].

MHTepBblo 84 peBmatonoros M 40 gepmartonoros 13
pasHbix cTpaH (Benukob6bputaHusa, PpaHuus, lepmanus,
Utanus, Ucnanua, CLLIA) nokasano, 4To, Kak npaBuio, nauu-
E€HTbl CO CKJiepoaepmuen obpallatoTcs 3a KOHCcynbTauuen
K AOKTOPaMm CMNycTs rog nocne nosiBNeHNs KIMHUYECKMX NpU-
3HaKoB 3a6oneBaHus. Nocne BO3SHUKHOBEHUS AUTUTaNbHbIX
f13B ¥ OAbIWKK NaLMeHTbl 06pallanncb paHblle, B CPeSHEM
yepes 3-9 mec. lo3gHee obpalleHne 3a MeauLMHCKON
NMOMOLLbIO NaLMEHTbI OBGBACHAAM TEM, YTO CYUTAIN Kanoobl
Hecepbe3HbiMK [16].

O cepbesHbIX OlWMOKaxX ANAarHOCTUKU COCYAMCTbIX OC/IOXK-
HeHunn CC/L coobLianochb U B HECKONbKUX KIMHUYECKUX HabIO-
neHusax. Tak, ony6/IMKOBaHO ONUcaHMe NauneHTKM, y KOTOpow
omnarHo3 CC/ 6bin ycTaHoBNeH Nuwb 4yepe3 15 net nocne
nebtota Ha aTane ToTalbHbIX, HEO6PaTUMBbIX MopaXKeHun [17].
Takxke onucaH cnydan CC[ y aeBo4yku B Bo3pacte 10 ner,
KOTOpas NepBMYHO Habnloganacb y gepMmaTonora ¢ guarHo-
30M «@TOMUYECKUI AepMaTUT» B Te4EeHUe 04HOro roga. TonbKo
nocne npUCOeaWHEHUS CYCTaBHOIO CHUHAPOMA, a TaKkKe
M3bSA3BNEHUS KOXKM B 061aCTU MENIKUX CYCTaBOB MaLMeHTKe
Oblla PEKOMEHA0BaHa KOoHCynbTaluma peemarosnora [18].

Neyenne CCL, onpepensietcs OpraHHbIMW MOpaxKeHus-
MM, 4YTO OTparKeHo B pekomeHaaunsax EULAR (The European
Alliance of Associations for Rheumatology, 2017) [19].
CyuTaetcs, 4to Hayano tepanum CCL 0o pa3BUTUSA CUCTEM-
HbIX MOpPa*KeHWMM C MCMOoNb30BaHMEM MeTOTpeKcaTa uau
MUKodeHonata ModeTuia B CO4ETaHMU C COCYAUCTON Tepa-
nven npeaoTBpallaeT nporpeccupoBaHne 3aboneBaHug,
a TaKXKe CHUXKaeT PUCK MNOpaxeHWs BHYTPEHHWX opra-
HOB [20]. M 3TO «OKHO BO3MOXHOCTEW» B CpeAHEM COCTaBNseT
OKOJI0 5 neT npu IMMUTUPOBAHHOM dopme U 2 neT — npu
anododysHon dopme 3abonesanuns [21]. Mpu pa3BUTUM CUHA-
poma PelHO peKoMeHOOBaHO WCMOoNb30BaTb 6JIOKATOPbI
Ka/lbLMEBbLIX KaHanoB, MHIMMOGUTOPbI @aHrMOTEH3UHMNPEBpPa-
Laowero pepmeHTa 1 peLentopa aHrmnoteHaunHa ll, a Takxke
nesarperaHtbl M aHrmonpotekTopbl [19]. CBOEeBpeMeHHOe
Havyano Tepanuu cuHapoma PenHO, a TakXe Apyrux cocy-
OUCTbIX OCNOXHEHUM MO3BONSET M36exaTb TPODUYECKUX

OCNOXHEHWI B BUAe NMOAHOITEBbIX A3B, @ TAKXKe CKnepoaep-
MMYECKOro NMOYe4YHOro Kpu3sa, pas3BUTUS JIEFOYHON apTepu-
abHOW rMNepTeHsnu [22].

Hw»Ke npeacTaBneHo onvcaHue cnydas CUCTEMHOM CKIle-
pPOAEPMHUN C pPa3BEpPHYTOM KIWMHUKOM cuHApomMa PenHo,
BbIMNOMIHEHHOE C LEeNblo 06paTUTb BHMMaHME Y4YaCTKOBbIX
neguMaTpoB M peBMaTtonoroB ambynaTtopHoOro npuema Ha
TUMWYHbIE CUMMTOMbI 3aboneBaHns. Heo6xo4MMOCTb 3TOro
NPOAMKTOBaAHa Ba)KHOCTbIO PaHHEW AMArHOCTUKM W, Kak
CNnefcTBMe, Havyana NevyeHns aNa CHUMXEHUS PUCKa nporpec-
CUpPOBaHUS 6GONE3HU U PA3BUTUS OCNOXKHEHWN.

KNIUHUYECKHUIA NPUMEP

O naumeHTe

Manb4uK, BospacT 10 net, rocnutanManpoBaH B peBma-
TOJIOrMYECKOoe oTaeneHne o6acTHOM 601bHULbI C XKanobamu
Ha OUTENbHO He3aXMBaloWMe A3BOYKM Ha KOXKe AUCTanb-
HbIX danaHr 2-ro M 3-ro nasnablLEB NIEBOM PYKU, a TaKkKe
1-ro nanbLa neBon cTonbl. Kpome Toro, 6€CcnoKomnIo orpaHu-
YyeHue ABMKEHMI B NEBOM Ny4e3ansiCTHOM CycTaBe.

AHaMHe3 60/1e3HU

M3 MeanMUMHCKON JOKYyMEHTaLMn U3BECTHO, YTO U3MEHE-
HWMS KOXMK B BUAe runepnurmeHTaunmn nosaBuanMcb B Bo3pac-
Te 7 Mec B obnactu nesoro 6eapa. 1o atomy nosBoay matb
pebeHKa K BpayaM He obpallanacb. B TeyeHne cneaytoLnx
10 mec oyaru runeprnurMmeHTaumnmM NosSBUANCH Ha TyNoBULLE
(neBasi NoNIOBMHA }XMBOTA U TPYAM) U IEBON NMONOBUHE NNLA.
O6patMnucb K gepmarosiory, NnocTtaBfieH AMarHo3 «BpPOXK-
[EeHHasa remmatpodus Koxu», Mo NOBOAY KOTOPOro nauneHT
Habnganca U neyuncs y gepmartosiora Ao 5-netHero BO3-
pacTa (ne4yeHune mas3amu u dusnotepanus).

B cBa3u ¢ otcytcTtBMEM 3ddeKTa pebeHOK Obl Hamnpas-
NleH B [eTCKOe KapauopeBMaTofiorMyeckoe oTaeneHue
o6nacTHOM 60/IbHULBI, A€ KPOME rMnepnurMeHTaLunn 1 aTpo-
dUM NOAKOXKHOW KNeTyaTKM N1eBOW CTOrMbl, JIEBOW NMOSOBUHbI
TynoBulWa, NeBoW MNONOBMHLI NULa, B 06nactn nepeaHewn
NOBEPXHOCTU FPYAHON KNETKWU, aCUMMETPUU pTa, aTpodumn
MbILLL, HOT, IeBOV PYKM Gblna BbiiBNEHA KOHTPaKTypa 1eBOro
Nly4e3ansiCTHOro cyctaBa U 2-ro nanbla 1EBON KUCTH.

MoctaBneH agnarHos: «CMCTEMHasi CKiepoaepmus, pac-
npocTpaHeHHas, remmdopma B CTagum atpoPum 1 ckneposa
C NOpPaXKeHMEM KOXM, CYyCTaBOB».

M3 BbLIMMCHOrO 3MMKpM3a M3BECTHO, Y4TO B pesynbrate
nabopaTopHO-UHCTPYMEHTaNbHOIO 06cnefoBaHua (06Lmi
N GUOXMMMUYECKMIA aHaNn3bl KPOBW, aHaIN3 MOYM, CYyTOYHas
NpoTENHYpUs, axokapauorpadus (3xoKrl), ynbTpasByKoBoe
nccnegosaHue (Y3M) noyeK M HaamoYe4YHWKOB, KOMIMblOTEP-
Hasa Tomorpadusa (KT) opraHoB rpyaHOM KNETKW) OTKIIOHEHWM
OT BO3PacTHOM HOPMbI He 06Hapy*KeHo. B cTtaumoHape npoBo-
OWNK NeveHne metoTpekcatom (7,5 Mr 1 pa3 B Hefento nog-
KOYKHO), METUANPEAHN3010HOM (4 mr no 1 Tabn. yTpom), Aunu-
pugamonom (0,25 mr 1/4 tabn. 3 pa3a B CyTKM). BbinucaH
B YAOBNETBOPUTENIbHOM COCTOSIHUM WM C PEKOMEHAALMAMM
K NpMeMy MeToTpeKcaTa 7,5 M B Heento AIMTeNbHO, a TaKKe
METUANPEAHM30/I0Ha No 4 Mr YyTPpOM B TeyeHue 1 mec.

Co cnoB matepu, Ha poHe Tepanuun 3abosieBaHue Npo-
rpeccvpoBasno, NoBUINCHL HOBbIE O4aryM rMnepnurMmeHTaumum
C aTpodUeEN KOXKKM B 061aCTU TblIbHOM NMOBEPXHOCTU 1EBOM
ctonbl. N3 6eceabl ¢ poauTENs MM M3BECTHO, YTO 4epes
5 mec nocne noctaHoBKKU auarHo3a CC/L npucBOeEH cTaTyc
«pebeHOK-MHBaNng» CpokomMm Ao 18 net. M3 BbIMUCHOrO 3nu-
Kp13a yCTaHOB/IEHO, YTO 4Yepe3 6 mMec MOBTOPHO Mpouwen
CTalUMOHapHoe fieyeHne B 061acTHOM cTauunoHape. BoinnucaH
C peKoOMeHZauMsaIMKU NPOAOCIKNUTL NPUEM METUANPEAHN30SO-
Ha B 403e 4 mr/cyT AnuMTenbHO M BBEAEHME MeTOTpeKcaTa
no 7,5 Mr nogkoxHo. Co cnoB maTtepu, peKomeHaauuu



co6t04anu, HO NONOXUTENbHOIO addeKTa OT NIe4YEHU OHa
He oTMevana.

M3 MeOMUMHCKOM AOKYMEHTaLWMW WM3BECTHO, 4YTO eLlle
yepe3 6 Mec pebeHOK 6bi1 ob6cnegoBaH B denepanbHOM
MEAMLMHCKOM MCcneaoBaTelbCKOM LieHTpe. BblweykasaH-
HbIM AWarHo3 6bl/1 NOATBEPKAEH.

MpoBeaeHa AEHCUTOMETPUS — MUHEpPanbHasa NIOTHOCTb
KOCTHOM TKaHW B HOpMe.

Mo gaHHbIM Y3W 6pIOWHON NONOCTU — BTOPUYHbIE U3ME-
HEHWSA NOAKENYAOHHOM Kenesbl.

Mpn KT nne4veBbIX CycTaBOB BbISIBNEHO 06bI3BECTB/IEHNE
XPSLLEBbIX CTPYKTYp CleBa.

3akntoyeHne nocne GubporacTpoayoaeHOCKONUU: «AHT-
panbHbI 04YaroBbIM rACTPUT C MPU3HAKaMU BTOPMYHbIX
W3MEHEHUI MOAXKENYAOHHOW Kenesbl, 6ybOUT».

Y3W noyek n IxoKIr — 6e3 naTonoruu.

JleyeHne ocTaBneHO MPEKHUM, METOTPEKCAT Ha3Ha4eH
nepopanbHo B go3e 7,5 Mr 1 pa3 B Hegento, donnesas KUc-
noTa 1 Mr exXegHeBHO, KpOMe AHS BBEAEHUS METOTpeKcaTa.
BbinucaH B yAOBNETBOPUTENBHOM COCTOSIHMK, 6€3 AUHaAMMU-
KW no 3abonesaHuo. PekomeHaoBaH NpMeM MeToTpeKcaTa
7,5 Mr nepopanbHo 1 pa3s B Heaento, ponunesas kucnota 1 mr
eXeaHEeBHO, Kpome [Hf BBEAEeHUs MeToTpeKcaTta, MeTwi-
npeaHn3onoH 4 mr no 1 ta6n. yrpom anutenbHo. Co cnos
MaMbl, Tepanunio NPUHUMaNN PerynspHo.

Yepes rog nocne atoro pebeHoK 6bin B o4epeaHon pa3s
rocnutann3npoBaH B 06n1acTHOW cTauuoHap. Bo Bpewms
rocnutanusauun go3a MeTUNNPeaHU300Ha Gblia yBennye-
Ha oo 4 mr 2 pa3a B CyTKM B TedeHure 1 Mec ¢ nocneayowmm
CHUXeHnem no 1/4 1abn. 1 pas Kaxnable 7 cyT o 4 mr/cyr;
[03MpOBKa MeTOTpeKcaTa ocCTaB/ieHa npexHen — 7,5 M.
TaKkKe nauneHT nonyvyan gesarperaHTHyto Tepanuio (Aunupu-
namon) u eomsuonedyenune (GoHodopes ¢ rMAPOKOPTUSOHOM
1 anekTpodopes ¢ rmanypoHnagason).

Mpu BbINUCKE KNIWHUKa 3aboeBaHns 6€3 CyLLECTBEHHbIX
W3MEHEHUN. PeKomeHaoBaHa MOBTOpHas rocnutanuMaauus
yepes rog. Co cnos martepu, B ¢BA3U ¢ naHgemuen COVID-19
rocnutanu3daums He coctosinacb, pebeHOK nepuognye-
CKM Habnogancsa y peBmaTtosiora amoynaTopHO B TeYeHue
2,5 net ¢ nocnegHen rocnutanusaunn. Koppekunsa tepanumn
He NpoBoAMNach, NaLUMEHT NPOAOKaN NoayyaTb METOTPEK-

cat 7,5 Mr, METUNNPEaHU30/I0H 4 Mr YyTPOM, Kypcamun aes-
arperaHTHylo Tepanuio (aunupugamon). lMocne nosiBneHus
NOAHOITEBLIX 13B B Bo3pacTe 10 neT o6patuinch K peemarto-
NIOTY MO MECTY XMUTENbCTBA, 6bI/10 NPOBEAEHO IeHEHUE OHMU-
XOMMKO3a NpOTUBOrpMOKOBbLIMU cpeacTBaMu, 6e3 apdeKTa.

AHaMHe3 XU3HU

PebeHOK poxaeH OT nepBoW OGEpPeEMEHHOCTU, MepBbIX
poaos. Macca Tena npu poxaeHnn — 3603 I, 4iMHa Tena —
54 cm. Poc 1 pasBuBancs COOTBETCTBEHHO BO3PacCTy M Mony.
BaKuuHauma cornacHo KaneHgapto Ao 5 net, ganee meau-
LIMHCKMI OTBO/ OT BaKLMHaALUM.

HacnepcrBeHHbIN aHaMHe3

PeBmaTtnyeckaa natonorus y poOACTBEHHWKOB MNepBOW
JIMHUM pOACTBa He BbiFBfeHa. Y 6abyllKn Mo MaMUHOWM
JIMHUN — OCTE0aPTPUT.

dusuKkanbHaa AMarHocTMka

Mpu rocnutanusdauuun B Bo3pacte 10 net dpusnyeckoe
pa3BuTMe pebeHKa Me30comMaTUyeckoe, COOTBETCTBYET
BO3pacTy.

Status localis: runepnurMeHTaunsa n atpodust NOAKOXK-
HOW KNeT4yaTKW NeBOKW CTOMbl, 1€BOW MOJIOBUHbI TYNIOBULLA,
N1eBOM MOMIOBUHBI NMLa, B 061acTn nepegHen NOBEPXHOCTH
rPYOAHON KIETKW, aCMMMETpPUS pTa, aTpodus MblLL, HOT,
NIEBOM PYKM, KOHTPaKTypa NeBOro fly4e3ansiCTHoOro cycraBa
W BTOPOro nanblia 1€BOW KUCTW, NOAHOITEBbLIE I3BOYKM Ha
KOXKe 2-ro nanbLa neBon KMCTK, 1-ro nanbLa NeBon cTonsbl,
nedopmaLlns HOrTeBOKM NAACTUHbI 2-ro Nasblia 1EBON KUCTH,
1-ro u 2-ro nanbLeB neBou cTonbl (puc. 1).

JlInmdoyanbl He yBennyeHbl. HacToTa AbixaTeNbHbIX ABU-
eHun — 18/MuH. HocoBoe abixaHue coxpaHeHo. B nerkmx
AbIXaHWe BE3WKyNspHOe, MPOBOAMTCS BO BCE OTAESbI, XpUTbl
He BbicnylwmnBatoTcs. Popma rpyaHON KNEeTKU — LUAWHAPK-
yeckas. Yactota cepaeyHbiX COKpalleHMn — 82 yAa./MuH,
NyNbC PUTMUYHBIA, MATKWMIA, FPaHULbl cepala He U3MEHEHDI,
TOHbl cepaua sicHble. OpraHbl NULWEBAPEHUS: A3bIK BAaX-
HbIM, XMBOT MPaBUIbHON KOHPUIypaLmn, aKTUBHO y4acTBY-
eT B aKTe AblXaHus, MArKnn, 6e360/1e3HEeHHbIN, MeYeHb,
ceneseHka He nanbnupytotes. Ctyn perynsapHbii, 6e3 naTo-

Puc. 1. Kuctn 1 neBast ctona naLumeHTa ¢ CUCTEMHOM CKnepogepmMuei, Bo3pacT 10 neT, npu nocTynieHnm
Fig. 1. Hands and left foot of a patient with systemic scleroderma, 10 years old, at admission

lMpumeyaHue. A — nofgHorTeBas A3Bo4YKa Ha 2-i danaHre n1eBon KUCTH, aedopMaLimsa AUCTanbHbIX U MPOKCUManbHbIX MeXdanaHroBbIx
CyCTaBOB 2-ro 1 3-ro nanbLeB N1E€BON KUCTU, TU3NUC AUCTanbHOM danaHrn 2-ro nanbua; b — K1CTU pyK B NpsiMoi Npoekuun; B — nogHortesas
A3Ba Ha Koxke 1-ro nanbua nesow cTonbl, gedopmauua 1-ro u 2-ro nanbLes 1€BOW CTOMbI.

McTouHuk: boromonosa t0.C., CaHTtanoBa I.B., 2024.

Note. A — an ulcer on the 2nd phalanx of the left hand, deformation of the distal and proximal interphalangeal joints of 2nd and 3rd fingers
of the left hand, lysis of the distal phalanx of the 2nd finger; b — hands in direct projection; B — an ulcer on the skin of the 1st finger of the

left foot, deformity of 1st and 2nd fingers of the left foot.
Source: Bogomolova J.S., Santalova G.V., 2024.
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Ta6nuuya. PesynbtaTthbl NaGopaToOpHbIX UCCNEf0BaHUI NauneHTa
C CUCTEMHOW cKnepoaepmuen, so3pacTt 10 neT, npy NocTynneHnu
B cTauuoHap

Table. Laboratory results of a patient with systemic scleroderma,
10 years old, at admission

Mokasatenm Pe3ynbTathbl PedepeHcHble
nccnepoBaHusa 3HavyeHus
[emMorno6wuH, r/n 138 120-150
Sputpouutsl, 1012/n 4,82 4,0-5,2
Nenkoumtsl, 109/n 4,66 4,0-5,2
Tpom60oumThl, 109/n 282 160-380
CO3, Mm/H 4 2-15
ANT, ME/n 20,1 <41
ACT, ME/n 24,7 <40
O6wuin 6enok, r/n 68,5 65-80
MoyeBUuHa, MMONb/N 2,5 3,2-7,3
C-peaKTUBHbIN 6ENOK, Mr/n 0,17 0-5
PeaMATOAHA 3T, | o obapywen | 0.30
DeppUTUH, HF/MN 96,9 7-140
antnrenan 1 02 <10
CD3* (T-numdoumTbl), % 62 66-76
CD3* (T-numdoumTsl), 102/ 1,24 1,40-2,00
CD20* (B-numdouuTsl), % 23 12-22
CD20* (B-numdouutsl), 10°/n 0,46 0,70-1,30
CD19* (B-numdouuThl), % 23,6 12-22
CD19* (B-numdouuTsl), 10%/n 0,47 0,30-0,50
CD4+* (T-xennepsbl), % 44 33-41
CD4+* (T-xennepsl), 102/ 0,88 1,00-1,80
CD8* (T-numdoumTsl, LITK), % 19,7 27-35
(iggS;J_(IT—nMMd)OLLMTbl, LTK), 0.39 0.60-1.90
OtHoweHue CD4/CD8 23 1,1-1,4
IL-2, nr/mn 1,7 0,0-10,0
IL-6, nr/mn 51 0,0-10,0
IL-8, nr/mn 92,0 0,0-10,0
IL-10, nr/mn 5,5 0,0-31,0
TNF-a, nr/mn 4,1 0,0-6,0
IgG, r/n 5,37 52-14,1
IgA, r/n 0,65 0,50-2,22
IgM, r/n 2,67 0,52-1,90

lpumevyanne. COS — cKopocTb ocefaHusa aputpouuTtos; ANIT —
anaHnHamuHoTpaHcohepasa; ACT — acnaptatamuHoTpaHchepasa;
KN — koadpdmuneHT no3ntTuBHoCTU; UTK — LMTOTOKCHMYECKUE KNeT-
Ku; IL — unHTepnenkuH; TNF-a — daKTop HeKpo3a onyxonu anbda;
18G — MMMyHOrno6ynuH Knacca G; IgA — UMMYHOTNO6YNNH Knacca A;
1M — nmMyHornobynuH Knacca M.

Note. ESR (CO3) — erythrocyte sedimentation rate; ALT (AJIT) —
alanine aminotransferase; AST (ACT) — aspartate aminotransferase;
PR (KINM) — positive rate; CC (LUTK) — cytotoxic cell; IL — interleukin;
TNF-a« — tumour necrosis factor alpha; 1gG — immunoglobulin G;
IgA — immunoglobulin A; IgM — immunoglobulin M.

NIOTMYECKUX MPUMECEN, 3NM304bl HEYCTOMYMBOrOo CTyna.
MouyenonoBasi cuctemMa: MoyYencnycKaHume csoboaHoe, 6e3-
6one3HeHHoe. HepBHO-NCcMXMYeckoe pa3BuUTUE: pebeHoK
KOHTaKTHbIN, OPUEHTMPOBaH NPaBUbHO, B CO3HAHWW.

MpepaBapuUTeibHbIA AUArHO3

Bo Bpemsa rocnutanusauum 6bl1 NOATBEPXKAEH paHee
YCTaHOBMIEHHbIN AnarHo3: «CUcTeMHasa CKIepoaepmus, pac-
npocTpaHeHHas, remmdopma B cTagnun atpodun 1 ckneposa
C MOPa)KEHMEM KOXM, CYyCTaBOB».

AuHaMuKa u ucxogabl

[Mpn nocTynneHnn B KIMHUYECKOM U BUOXMMUYECKOM
aHanu3ax KpoBM NaTosiorMm He o6Hapy*KeHo. BmecTte ¢ Tem,
OTMEYEHO CHMKEeHWe oblero Konmyectesa T-nndmoLmTOB
(CD3*), He3HauuTenbHOe MnOoBbIlWEHWEe Aonu T-xennepos
(CD47*) n 3aMeTHOEe CHUWXKeHWe [O0NN LUTOTOKCUMYECKMUX
T-numdoumtoB (CD8*), a TaKKe yBeNnyeHue COOTHOLle-
Hug CD4+*/CD8*. O6pawaeTt Ha cebs BHUMaHWe 9-KpaT-
HOe YyBeNM4YeHWe KOHLEHTpauuu uHTepnenkunHa (IL) 8
(c™m. Tabnuuy).

KT opraHoB rpyoHOW K/EeTKM (BblMOSIHEHA Ha 2-e cyT
rocnuTanuadaummn). numdageHonatms MNoAMbIWEYHbIX IUM-
doy3noB.

PeHTreHorpadusa KMcten 1 cton (BbiNOSIHEHA BMepBble,
Ha 2-e CyT rocnuTann3aLnn): akpoocTeosn3 HOrmreBom 6yrpu-
CTOCTW AUCTanbHOM danaHrn 2-ro nanbla NEeBON KUCTM.
OTmevatloTcs OEeCTPYKTUBHbIE M3MEHEHWUS TOIOBOK MPOK-
cuUManbHbIX danaHr 2-ro M 3-ro nanabliEeB JIEBON KWUCTW.
CycTaBHble Lenn AUCTaNnbHbIX M MPOKCMManbHbIX danaHr
2-ro nanblia Cy)KeHbl, HabngaTcs yBennyeHne obbema
MSATKUX TKaHEN, KOCTHbIE 3P03U1KU, AePOpMaLUs KOCTHOM TKa-
HW. Bu3yanunaunpyercs paBHOMEPHOE pa3pexeHne KOCTHOMo
BellecTBa 06enx KUCTen (puc. 2).

C y4yeTOM BbIpaXKEHHOCTU COCYAUCTbIX HapylWeHWUn
Ha3HayeHa cneaylollasa Tepanua: meTotTpekecar 12,5 mr noa-
KOXHO 1 pas3 B Hegento, HudbeaunuH (5 mr no 1 Tabn.
3 pasa B CyTKM), neHTokcnodunamu (100 mr 1 tabn. 3 pasa
B CYTKM), annpoctagnn 20 MKI yTPOM 1M BEYEPOM B TeyeHue
14 cyT BHYTPMBEHHO KanenbHO (MHDY3UK B TedeHue 2—3 ).
B 1-e n 6-e cyT rocnutanusaumm 60/IbHOMY BbIMO/HEHA
Xupypruyeckas obpaboTtka 938 ¢ 10% pactBopom 6eTa-
OWHa. B pesynbrate Tepanuu, NpoBOAMMOW B CTaLMOHape
B TeyeHue 21 cyT, nnowaib NOAHOITEBLIX S3B YMEHbLUMAACh,
OHM MOKPbLINMUCb CTPYMOM, B KOHLE rocnutanuMsauuu Ha
2-M nanble neBor KUcTu ctpyn otnan (puc. 3). Mo gpyrum
KMHUYECKUM CMMMTOMaM 3abonieBaHnst — 6e3 U3MeHeEHUN.

MauneHT BbiNMCaH B YAOBNETBOPWUTENbHOM COCTOSHUM
ona ambynatopHoro Hab6lOAeHUs neguaTpoMm M peBmato-
norom. PEKOMEHAOBaHO NPOAOMKMUTL MPUEM MeTOoTpeKcaTa
no 12,5 mr 1 pa3 B Hegento, GonmMeBon KMcnoTel — no 1 mr
eXeAHeBHO, KpoMe AHS NpuemMa MeToTpeKcaTa, NPeAHN30/10-
Ha — no 10 mr exxegHeBHO, HUbeaMnuHa 5 mr — no 1 Ta6n.
3 pas3a B CYTKM MOA KOHTPOSEM apTepuanbHOro JaBeHus,
neHTokcnoumnanHa 100 mr — no 1 1ab6n. 3 pasa B CYTKM.

MporHos

[MporHo3 Ansl *M3HW NaumeHTa 61aronpusaTHbIN B CBA3U
C OTCYTCTBMEM MOPaXKEHUS BHYTPEHHMUX OPraHOB U MeASieH-
HO nporpeccupyrownm TedyeHnem CC. MporHos 3abonesa-
HUS TaKKe 6naronpuaATHbIM NpU perynsapHoM HabnwaeHun
1 CBOEBPEMEHHOM KOpPEKL MK Tepanmm npu He0OX0AMMOCTH.

BpemeHHasn wkKana

PasButMe 3aboneBaHus y nauueHTa C CUCTEMHOM
CKNlepodepMMEN, ero KiYeBble CObObITUA MNpeacTaBieHbl
Ha puc. 4.



Puc. 2. PeHtreHorpadusa kucteit (A) v cton (B) B npsiMoi NPOeKLMK Y NaLueHTa ¢ CUCTEMHOM cKiepoaepmuen, Bo3pacT 10 net
Fig. 2. X-ray of hands (A) and feet (B) in frontal view in a patient with systemic scleroderma, 10 years old

MpumeyaHune. CTpenkamu oTMeYeHbl crnefytolwmne Npu3HaKku: a) akpoocTeOIM3 HOTEBOW BYrpUCTOCTM ANCTaNbHOW danaHrn 2-ro nanbla 1eson
KUCTH; 6) ECTPYKTUBHbIE UBMEHEHWS FOIOBOK NMPOKCUMasbHbIX GanaHr 2-ro 1 3-ro nanbLeB NEBOV KUCTU, CYCTaBHbIE LENN AUCTaNbHbIX

M NPOKCMManbHbIX GanaHr 2-ro nanbla Cy»KeHbl, yBeNMYeH 06beM MATKUX TKaHEeW; BU3Yann3npyroTcs KOCTHbIE 3p03uu, aedopMalLiMs KOCTHOW TKaHM,
paBHOMEPHOE pa3peXeHne KOCTHOMO BeLLECTBa 06eMX KUCTEN; B) AECTPYKTUBHbIE UBMEHEHUS AUCTanbHON danaHru 1-ro nanbla NeBom CTomMbl.
McToyHmK: boromonosa 10.C., CaHtanosa I.B., 2024.

Note. The arrows indicate the following signs: a) acroosteolysis of the nail tuberosity of the distal phalanx of the 2nd finger of the left hand;
6) destructive changes in the heads of the proximal phalanges of 2nd and 3rd fingers of the left hand, articular slits of the distal and
proximal phalanges of the 2nd finger are narrowed, the volume of soft tissues is increased; bone erosion, deformation of bone tissue,
uniform discharge of bone matter are visualized of both hands; B) destructive changes in the distal phalanx of the 1st toe of the left foot.
Source: Bogomolova J.S., Santalova G.V., 2024.

Puc. 3. JleBas ctona (A) 1 neBasi KUCTb (B) naumeHTa ¢ cMCTEMHOM CKnepodepmuei, Bo3pacT 10 net, nocne npoBeAeHHOro e4eHus B cTalmMoHape
Fig. 3. Left foot (A) and left hand (B) of a patient with systemic scleroderma, 10 years old, after hospital treatment

MpumeyaHue. Ha doHe Tepanuu (21 cyT) nnowaab U ryéuHa NogHOITeBbIX S3B YMEHbLUIWIUCH.
McTouHnk: boromonosa 10.C., CaHTanosa I.B., 2024.

Note. On the background of therapy (21 days), the area and depth of the subarticular ulcers decreased.

Source: Bogomolova J.S., Santalova G.V., 2024.

Puc. 4. Pa3sutue 3ab6oneBaHus y naumeHTa ¢ CUCTEMHOKN CKnepoaepmMuen
Fig. 4. Disease progression in a patient with systemic scleroderma

MNosiBneHune runepnurMeHTaLmnmn Koxm O6cnegoBaHue 1 ievyeHne
YcTaHoBNEHWe AMarHosa
Ha TynoBMuLe (neBasi NONOBMUHA XUBOTaA B dbeaepanbHOM OHUXOMUKO3
~ « »
W rpyaun) u NeBow NonoBuHe nuua nccneaoBaTenbCKOM LIEHTPe
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

OBCYXAEHME

TpyAHOCTU ANArHOCTUKHU

MoapHasa anarHoctnka CCL, onucaHHas Hamu, 06ycnoB-
NnieHa psaom ¢akTopoB. Bo-nepBbix, 3TO no3aHee obpalle-
HWEe MaTepu Mo MOBOAY OYaroB rMNEPrUrMEeHTaLMU KOXM,
NnosiBUBLUMXCA B BO3pacTe 7 MeC, YTO MPUBENO K 3adepiK-
Ke (Ha 10 mec) obpalleHns 3a MeAULMHCKOW MOMOLLbIO.
Bo-BTOpbIX, Aaxe nocne obpalleHns K 4epMaTosnory B CBA3u
C pacnpocTpaHeHMEM O4aroB rmnepnurMeHTaumm He NnpoBe-
[leHa KOHCy/bTauus negmaTpa no noBoay MMeoLWmMXea n3me-
HEHUN Ha Koxe. CyauTb O XxapaKTepe TeYeHus 3aboneBaHus
B BO3pacTe 40 5 /IeET Ha OCHOBAHWWM MMEIOLLMXCS AaHHbIX
HEBO3MOXHO (HET 3aK/loYeHU neanaTpa u pesmarosora).
OgHako, Ha Haw B3rnsa4, AepmaTtonorom, HabnioaasBLIMM
pebeHKa B TeyeHne 5 net, gonylieHa cepbe3Has ownbKa —
He y4TEeHO OTCYTCTBME MONOXMUTENbHON AWHAMWKKM Ha dOoHe
NpPOBOAMMON Tepanuun No NoBOAY NOCTaBAEHHOro UM Auar-
HO3a («BPOXAEeHHas remMumaTpodusi KOXu»), He MPOBeEAEHbI
avddepeHumnanbHas AMarHOCTMKa, a TaKXKe KOHCynbTauuu
cneuvanncToB, B 4acTHOCTM peBmaTosiora. o aTton xe
npuymMHe, BEpPOsiTHEE BCEro, Obl0 MPOMYLIEHO MOpaXKeHue
CcycTaBOB, xapaKktepHoe ana CC/ [19]. Mocne yctaHOBNEHMUS
[MarHo3a He 6blna BbINOJHEHA KaNUIISPOCKONKUS HOITEBOIO
NI0XKa, HeobxoaMmas AN OLUEHKWU CTENEeHU COCYAMCTbIX Hapy-
weHnn [19]. TakKe HU pa3y [0 HaCTosIWeEN rocnuTann3daunm
He Oblf1a BbIMO/HEHA NOKa3aHHasa B ciyvasax CCL peHTreHo-
rpadus KUCTen 1 cTon, HeobxoanMas Ans OLLEHKU COCTOSAHUSA
CyCTaBOB W KOCTEW Ha Hann4ymMe OECTPYKTUBHbIX U3MEHEHUN
danaHr, Cy)xeHUs CycTaBHbIX LWeNen u KOCTHbIX 3po3ui [19].

B HacToslwylo rocnutann3aumio 6bial BbINOAHEH aHanU3
KNETOYHOro 3B€Ha MMMYHHOW CUCTEMbI, B pe3ynbrate Yero
OBGHapyXeHbl CHWXKEeHWe oblero Konuyecrtea T-TMPMOLMTOB
(CD3*), He3HauuTenbHoe noB.sbileHne gonun T-xennepos (CD4Y)
M 3aMETHOE CHMXEHWE AO0NN LUTOTOKCUYECKUX T-TMMPOLNTOB
(CD8*), a TakkKe yBenuyeHue cooTHoweHus CD4+/CD8*,
4YTO MpPUCYLLE ayTOMMMYHHbIM 3abofieBaHusM B Lenom [23].
O6pallaeT Ha cebst BHUMaHWe 9-KpaTHoe yBeMYEHUE KOHLIEH-
Tpauuu NPOBOCMNANUTENbHOIO LIMTOKMHA IL-8 (CM. Tabnuuy), 4To
Takke xapaktepHo ans CC/, [24]. MporHocTMyecKoe 3HavyeHne
TaKOro NoBbIWEHUS KOHLEeHTpaumK IL-8 y 60nbHbIx ¢ CC/, ocTa-
eTcs HEM3BECTHbIM. BmecTe ¢ Tem, M3BECTHO O MOJIOXKUTESb-
HOW KOppensLumn Mexay nepopasbHOM 403UMPOBKOW MIOKOKOP-
TUKOCTEPOMAOB M KOHLEHTpaUuen |IL-8, 4To xapaKTepHO AHSA
Hallero nauueHTa, yyuTblBas AJIMTENbHbIM NPUEM MeTunnpea-
Hu30M0Ha [25]. B HeKOoTOpbIX UCCNefOBaHWUAX YCTAHOB/EHO,
yTo IL-8 accounmpoBaH ¢ 06pa3oBaHNEM 3PO3UIN KOCTeN [26]
nyTeM CTUMyNaunMn anddepeHUMpoBKM U aKTMBHOCTU OCTEO-
KnactoB [27]. B aTo cBA3K, Ha Haw B34, NauueHTy 6bina
rnoKa3aHa NOBTOpPHas AEHCUMTOMETPUS, BbIMNOJHEHHAs TONbKO
B denepanbHOM LeHTpe. OaHako B 06/1acTHOM CTalMoHape
B Mepuoj rocnutann3almm naumeHTa 4eHCUTOMETPa He Oblsio.

HepocTtaTtku Tepanum

Mocne ycraHoBneHus anarHo3a CC/ 6bi10 Ha3Ha4yeHOo
neyeHne (meToTpekcar 7,5 mr 1 pa3 B Hefeno, MeETUINpea-
HW30M0H 4 mr no 1 Tabn. yrpom, aunupuaamon 0,25 mr
1/4 1abn. 3 pasa B CYTKM), COOTBETCTBYIOLLEE KTMHUYECKUM
pekoMeHgaumsam [19]. CumTaeTcs, YTo NpM paHHEM Ha3Have-
HUW NpenapaTtoB 6a3WCHOM Tepanuu BO3MOXHO M36exaTb
pa3BuTUs y 6onbHbiX ¢ CCL cTomKkux gedopmanmi OnopHo-
OBUraTenbHOro anmnapata, a TaKkKe 06e3006parKnBatoLLnX
M3MEHEeHUN Koxu [28]. OfHaKO y Hawero nauueHTa Ha
poHe nedvyeHns 3aboneBaHMe MNPOAOCKMIO MPOrpeccupo-
BaTb (NOSBUIMCb O4aru CKNEpo3nMpoBaHUs Ha IeBOM cTone),
4YTO yKa3blBaeT Ha Heo6XOAMMOCTb NepecMoTpa Tepanuu.
B yacTHOCTH, LenecoobpasHbIMU B TaKMX Cydasx cHMTatoTcs
OTMEeHa MeToTpeKcaTa M Ha3HavyeHne MUKodpeHonata mode-

TMna NM6o fobaBleHNe reHHO-UHXEHEPHbIX BUONOrMYECKNX
npenapartoB (abaTauenTta uau Touunnusymaba) [19].

CMeHa Tepanuu Heobxoauma ANa npeKkpalieHus/3ames-
NEHUSI NPOrpeccupoBaHns KOXHOIO CMHAPOMA M COCYAMCTbIX
ocnoxHeHnn CCL, a TakKe 0N CHUXKEHWUS pUCKa BO3HMK-
HOBEHWSI OpraHHbIX nopaxexHun [19, 29]. OgHako B ob6nact-
HOM MEAMLMHCKOM YYPEXAEHUU TaKMe U3MEHEHWS SevyeHus
BbIMOMHEHbI HE GblM MO MPUYMHE OTCYTCTBUS COOTBETCTBYIO-
WMX NIEKapCTBEHHbIX NpenapaTtoB. ITM OrpaHUYeHUs MOMU
6blTb KOMNEHCUPOBaHbI B peaepanbHOM MEAULIMHCKOM Ucche-
[0BaTeNbCKOM LIEHTPE, B KOTOPOM, KpOMe TOoro, mMorna 6biTb
npoBeAeHa M KanunaspoCKONUs HOrTeBoro noxa. Ho Huyero
N3 3TOr0 ceNaHo He 6bI10. JledeHne ocTaBNeHO NMPEKHUM.

o npuynHe NporpeccupoBaHns 3ab6oneBaHns U OTCYTCTBUSA
B 0061acTHOM cCTauuoHape MUKodeHonata modeTtuna Hamu
6blI0 NPUHATO PeLLEHNe YBENNYUTb AO3MPOBKY 6a3UCHOro npe-
napaTta MeToTpeKkcata go 12,5 mr 1 pas B Hegento. MauneHTty
6blla BbIMONHEHA TeNeMeaMLMHCKas KOHCynbTauus c depe-
panbHbIM MCCNEfOBaTENbCKUM LIEHTPOM ANF MnocneaytoLlen
rocnuTann3aLmu ¢ Lenbto MHULMaL MM GUON0rMYeCcKomn Tepanmu.

Mpo6nema OTCYTCTBUSA FEHHO-UHXKEHEPHbIX MpenapaToB
KpalHe aKTyanbHa Ans 06/acTHOro crauuoHapa. B atowm
CBSI3M BeAeTCs aKTuBHasa paboTa Ans nNony4yeHus ux u nocTy-
NJeHns B pacnopsixeHue nevaumx Bpaven. BaxkHocTb obec-
neyeHns permoHanbHOro CcTtauuoHapa 3TUMK npenapatamu
OOBACHAETCH HEOOXOAMMOCTbIO Ha3HA4YeHUsA UX He TONbKO
npu CKNepoaepMUKU, HO TaKKe M Mpu Apyrom pacnpocTpa-
HEHHOM peBMaTM4YECKOM 3abofieBaHUM — OBEHUILHOM
namonaTtMyeckom apTpure.

[Ona KOppeKuun HapyweHUW Ha MUKPOLMPKYISATOPHOM
YypOBHE (pa3BWTME MNOAHOITEBLIX $13B, OCTEOAM3 [AMCTaNbHbIX
danaHr) npu nocnegHen rocnutanMsaumm UCNonb30Banu npe-
napaTbl C aHTWarperaHTHbIM, aHTUaAresMBHbIM M cocygopac-
WMPSIOLWMM LENCTBUEM: ANNUPUAAMON, MEHTOKCUDUAINH U an-
npocTagnn (CUHTETUYECKUI aHanor npoctarnaHavHa E1) [30].

M3BecTHO, Hanpumep, 4TO annpocTagun yBenuyuBaeT
NNOTHOCTb KanuansapoB W OKasbiBaeT NPOTUBOBOCMANUTENb-
HbIY 9hdEKT — NoaaBnSeT aAre3uto U MUrpaLuio NeMKouuToB
B UlleMn3unpoBaHHble TKaHu [31, 32]. CornacHo AaHHbIM paH-
LOMMU3NPOBAHHbIX KOHTPOAMPYEMBIX MCCNEA0BaHNUM, HPY3H-
OHHble NpocTaHouabl 3ODEKTUBHbLI AN 3aXKMBAEHUS AWTU-
TanbHbIX 3B [33], Npy¥ Ba30OKOHCTPUKLUMK (CMHOPOM PeiHo),
ONS CHUXKEHUSA Nepudepuyeckoro KpoBOTOKa M KOppeKLuu
PeosIorMYyecKMx CBOMCTB KPoBK y nauuneHtos ¢ CCA [33].

C MOMeHTa O6HapyXeHUs COCYAUCTbIX OCNoKHeHun CC/
npu nocnegHen rocnuTanuMaauum K fiedeHunto 6ol gob6asBieH
HUdeamnuH, pekomeHaoBaHHbin EULAR [19]. MetaaHanus
BOCbMW PaHAOMM3NPOBAHHbLIX KOHTPONMPYEMBIX WCCNeno-
BaHMM (CeMb C HUDEAUNMUHOM W OOHO C HUKaAPAUMUHOM),
B KOTOPbIX NpUHAnM ydactve 109 naumertos ¢ CC/, noka3zan,
4YTO AUIMAPOMUPUAMHOBBLIE @HTArOHUCTbl KanbLUMS CHUMKAlOT
y Takux GO0MIbHbIX PUCK PaA3BUTUS W TAXKECTb ULWIEMUYECKUX
atak npu cuHgpome PenHo [30]. bonee ToOro, AnuTenbHoe
NPUMEHEHNE OUTMAPONUPUAMHOBBLIX @HTarOHWCTOB KabLMs
3HAYUTENbHO CHUMXXAET PUCK PasBUTUS WILEMMYECKMX Hapy-
LUEHWI OMCTaNbHbIX OTAEN0B KOHEYHOCTeN y nauneHToB ¢ CCL
[31, 32]. MoaTtomy B Hallem cnyd4ae HUEAUNUH Bbln Ha3Ha4veH
NS ANMTEeNbHOMo NpUeMa Ha am6ynaTopHOM 3Tane neyeHus.

B cnyvae pa3Butua ocTteonopo3a Ha GOHe ANUTEeNbHOro
npuema rOKOKOPTUKOCTEPOMAOB MOKa3aHO Ha3HavyeHue
BUTaMMHa D, npenaparta KanbLus, a Takxe npenapata 13
rpynnbl 6uchochoHaToB [34]. OaHaKO, yunTbiBas HEBO3MOXK-
HOCTb NPOBEAEHUS AEHCUTOMETPUM Ha 6ale Hallero cTauumo-
Hapa, JaHHble npenapaTbl HadHa4yeHbl He Bblu.

Kpome Toro, He06X0AMMO OTMETUTL, YTO B KarKayt rocnm-
Tannaauuio, a TakxKe Ha ambynatopHom atane 1 pa3 B 3 mec
nauMeHT nonyvyan eusunonedeHme (GoHodopes ¢ rmapoOKopPTH-



30HOM W 3neKTpodopes ¢ rmanypoHnaasomn). CoyetaHne nmMmy-
HOCYMpPEeCCUBHOM Tepanuu ¢ du3nonedyeHneM 1 nevyebHon
GU3KYNbTYypOn 06ecneynBaeT MOSIOKUTENIbHOE BAUSIHWE Ha
CYCTaBHOW CMHAPOM, YTO B 3HAYUTENbHOW CTENEHU NPEAoTBpa-
LaeT pa3BuUTUE KOHTPaKTyp [35]. OgHaKo y Hallero naumeHTa
oXKnaaemblt 9PDEKT OT GU3MONEYEHUSA U NeHeBHON PUSKYSIb-
Typbl OOCTUTHYT He 6bin, y pebeHKa pa3BUINCb KOHTPAKTYpbI
IEBOr0 NIy4e3anscTHOro cyctaBa U 2-ro Nanbla 1eBON KUCTU.

BapuaHTbl pa3BUTUS GOJIE3HU

Y onucaHHOro HamMu pebeHKa OoTMedvaeTcsi MeasieHHoe
pa3BuTHE 3a60eBaHUSA C YMEPEHHO MONOXKUTENbHON AMHA-
MWKOW Ha (oHe NMpoBOAMMOM B CTalLMOHape Tepanuu, 4To
MOXET CBMAETENbCTBOBATL O 61aronpuaTHOM NporHose ans
*M3HU. OJHAKO ecTb OCHOBaHMWS CYMUTaTb, YTO annpocTaau,
no-BMAMMOMY, HE WMMEET [LONrOCPOYHOIr0 MONOKMUTENBHOIO
apdeKTa, HO MOXKET ObITb anbTEPHATUBOMN MAOMPOCTY ANs KpaT-
KOCPOYHOrO NIe4eHUs, Hanpumep, Npu TSXenon nanbleBon
nwemum [33]. N3 atoro cneayet, 4TO HEOBXOAMMO Y4UTbIBATb
HEeOAHO3Ha4YHOCTb NporHosa passutns CCL, B CBA3U C Y4eEM
Ba)KHbIM SBNSETCS AMHAMMW4YecKoe HabngeHne pebeHKa
pesBmaTonorom (1 pa3 B Mecsil) 419 UCKIOYEHUS, B NEPBYIO
oyepeab, MOPaXKeHUs cepaua M Nerkux, a Takxe CBOeBpe-
MEHHOW KOppEeKLUn 6a3ncHOM M cocyaucton Ttepanuu [19].
Mpu HecobnaeHUN peKoMeHaauun (Npuem MmeToTpeKcaTa
BHYTPb NMo 12,5 mr 1 pa3 B Heagento, GoanMeBon KMCNoTbl No
1 Mr BHYTPb €XeAHEBHO, KpoMe AHA npuemMa MeToTpeKcaTa,
npegHusonoHa no 10 Mr exeaHeBHO BHYTPb, HUbeAMNMHA
5 mr no 1 ta6n. 3 pasa B CyTKM NoA KOHTPOJSIEM apTepuab-
HOro gaBneHus, neHtokendunamua 100 mr no 1 tabn. 3 pasa
B CYTKM), @ TaKKe OTCYTCTBMMU MOHWMTOPUHIA COCTOSIHUS 340-
pPOBbS MaLMeHTa BO3MOXKHO NPOrpeccMpoBaHne COCyanCTbIX
HapyLeHWI C OCTEONN3OM APYrnx GpanaHr nanbLueBs, Pa3BuUTH-
€M JIEr04YHOM apTepuasnbHON rTMNepPTEH3MK, MOPaXKEHUEM cep-
[AE4YHO-COCYANCTOM CUCTEMBI, KENYAOYHO-KMLLEYHOrO TpaKTa
M MOYEK, 4TO MOXKET NPUBECTY K NIETaslbHOMY UCXOAY.

3AK/IIOMEHME

MpeactaBneHo onucaHve CCL ¢ cocyaMcTbiMKU OCNOXK-
HEHMSIMM Y ManbyuKa B Bo3pacte 10 net. Hamun nokasaHbl
OWWNBKK BeaeHus pebeHKa, B TOM YUC/Ie Ha MNPOTAKEHWUM
BPEMEHW C MOMEHTa YCTAHOBNEHWUS AMarHosa O nocnej-
Hen rocnutannsaunu. He 6binn BbINOAHEHbI HEOBXOAMMbIE
OMarHoCTUYEeCKMe uccnegoBaHus (peHTreHorpadua Kuctemn
M CTOM, KanuInsapoCKOMMUS HOITEeBOro Joxa), u3bpaHa
HeBepHas TaKTUKa IeYeHUs, U B YaCTHOCTU CBOEBPEMEHHO
He nNpoBejeHa KOppeKLMsa Tepanuu B CBA3W C NPOrpeccu-
poBaHueM 3aboneBaHus. B TeyeHne 5 neTr HabnwogeHus
¢ anarHo3om CC/] He npoBoannach CocyaucTas Tepanus, 4to
NPWBENO K Pa3BUTUIO NOAHOITEBLIX A3B, OCTE0NN3Y ANUCTaNb-
HbIX panaHr 2-ro nanbla 1€BON KUCTU, a TaKKe K ANCTpoduu
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0O60ocHoBaHHe. VIHTpaornepayMoHHOE MOJIOKEHNE NaLMNEHTOB Ha KMBOTE SIBISETCA (PaKTOPOM PUCKa pa3BUTUS reMoguHaMu-
4EeCKOHM HecTabuIbHOCTU, 0COBEHHO y 60JIbHbIX C IOPAOCKOIMO30M MO NPUYMHE OTHOCUTESIbHO HEBO/IbLIOr0 06bemMa rpyAHOMN
KneTkn. OnMcaHue KaMHUYecKoro cayyas. [laymeHTka, Bo3pact 15 net, noctynuna Ans niaHOBOM XUPYPrudecKon KoppeKLmm
JnioppocKonmosa IV cteneHn. MHTpaonepaunoHHO pa3Buaach apTepuasbHas runoTeH3nsl, KOPPEKLUUS KOTOPOH yBenYeHnem
Temmna UHQY3MOHHOM Tepanuu, BBEAEHNEM Ba30MpPeccopoB U CMEHOM aHecTeTUKa He umena agdekta. Onepauns 6biia npe-
KpalyeHa. B nocneonepaloHHOM repuojge 3Ha4uMbix aHaTOMO-QYHKLMOHa IbHbIX U3MEHEHWI CepAeYHO-COCYANCTON CUCTEMbI
3aperncTpupoBaHo He 6bi10. Yepes 5 cyT nepes MoBTOPHOM onepaLunei npoBeAeHO U3MEHEHWUE YKIa[KU NaLneHTKU B orne-
paUMOHHON: MOAY/Ib CToNIa [)KEKCOHa C yrnopamu rnoj rpyab U KOCTH Ta3a Obial 3aMeHEH Ha CTaHAaPTHbIN C MOAI0XKEHHbLIM 104
rpyab v rpebHU MOAB3AO0LHbIX KOCTEH onepaLlmnoHHbIM 6enbeM. [ns aHecTe3nmn ncrnoib30B8aan rnponogos. TeveHne aHecTeann
6e3 ocobeHHocTel. 3aKatodyeHnme. [pegonepalMoHHOe 00Ce[0BaHNE MaLUeHTOB C JIOPAOCKOIMO30M [O/IKHO BKIIOYaTb
KT-uccnepoBaHne no3BOHOYHUKA M TPYAHON KNETKM A/ OLEHKM MHAEKCa CrMHasbHOM neHeTpauun. MHTpaonepaymnoHHas
YKNa4Ka Ao/KHa ObiTb BbIMOHEHA COCO60M, NO3BO/SIOLMM YMEHbLUNTL HEFGTUBHOE BO3AENCTBUE HENIBEKHON KOMMpEC-
CcuK rpyaHouN Knetku. [ns 06e36011MBaHUsA NPeanoqTUTE/IbHO UCMO0/b30BaTh METOA TOTa/lbHOW BHYTPMBEHHOM aHecTe3nu. Bee
BbilleyKa3aHHOoe HeoBX0AMMO A/ MUHUMU3aLUMU PUCKa MHTPaornepaymoHHON reMoanHaMmM4eCcKon HecTabuIbHOCTY.
Knio4yeBble cnoBa: KIMHUHECKNI Clly4al, T0pAOCKOIN03, KOPPEKLUMS AedopMaLimii MO3BOHOYHHUKA, MOIOKEHME Ha KUBOTE,
remoagnHammKa

Ans umtupoBaums: VisaHosa A.A., Bonkos C.I, JlykesiHoB [1.C., llebeaesa M.H. MHTpaonepaunoHHble reMofuHaMUyecKue Hapy-
LWEHUs Y NOAPOCTKa C NIOPAOCKOIMO30M MPU KOppeKLmn aedopmaLii NO3BOHOYHMKA: KIMHUYECKUIM Cllydal U KpaTKuMin 0630p

nutepatypbl. Bonpockl coBpemerHon negmnatpun. 2024;23(6):503-508. doi: https://doi.org/10.15690/vsp.v23i6.2826

OBOCHOBAHME

XUPYPruyeckyto KOPPEeKLMIO CKONMOTUYECKUX dedopma-
LM NO3BOHOYHMKA, MPUHUMAs BO BHUMaHWE 0COBEHHOCTH
[40CTyna, BbIHYKAEHHO BbIMOAHSAIOT B NOMOXEHWUM NaLMeH-
TOB Ha XMBOTe (MPOH-No3uumsa). OgHaKo Takas no3uuus
HeraTMBHbIM 06Pa30M CKa3blBAETCS Ha CepaeyHO-COoCYau-
CTOV remoAMHaMUKe AaxKe y NPaKTUYeCKU 340P0BbIX Ntogen
[1, 2]. OnucaHbl cnyv4an MHTpaonepaLUnoHHOM reMmogmHamu-
YeCKOoW HecTabuIbHOCTH C Pa3BUTUEM apTepuanbHOM rnno-
TEH3MW Y NALMEHTOB CO CKOIMO30M, Hax0AMBLUMXCS B MPOH-
no3uunu [3, 4]. B 601bLIKMHCTBE Clly4aeB TaKMUe OCOXKHEHUS
ABNAIOTCA Pe3yNbTaTOM KOMMNPECCUU nepefHen GpLoLHON
CTEHKM, YTO BEAET K MOBLIWEHWUIO BHYTPUOPIOWHOrO AaB-
NEHMSA U, KaK CNneacTBue, CHUKEHUIO BEHO3HOIo Bo3BpaTa
K cepauy [5, 6]. C uenbto NpodUIaKTUKU TaKUX OCNOXKHE-
HWUIN B MMWPOBOW MNpaKTUKe paspaboTaHbl chneuuasnbHble
KOHCTPYKLMKU MOAYNbHbIX XMPYPrUYECKMX CTONIOB, B YaCTHO-
CT cTon [)KeKcoHa, UCnonb30BaHMe KOTOPOro cyutaeTcs

ONTUMasbHbIM CNOCO6G0OM WMHTPAoNepPaLUOHHOW YKIaLKK
nauneHTOoB Npu onepauunsax Ha NO3BOHOYHUKE [7].

Cpeau nauueHtoB ¢ gedopmauusiMu NO3BOHOYHMKA
oco60e BHUMaHWe Xxupypra 1 aHecte3nosnora-peaHumarosno-
ra JO/MKHO 6bITb YAENEHO NaLMeHTaM ¢ T0PA0CKOIMO30M —
COYeTaHWEM CKONIMOTUYECKON AedopmaLin NO3BOHOYHKUKA
C aHOManbHOM NopAOTUYECKON AedopMaLiMen, ConpoBOX-
JatoLwenca UBMeHeHUEM NOJSTIOXKEHUS OPraHOB rPYAHON KeT-
K [8-10]. U3BecTHO, 4YTO NopaoTudeckas fgedopmauus
rPYAHOro oTaena NO3BOHOYHUKA CHUXKAET 06beM NPOCTpaH-
CTBa MeXAy MO3BOHOYHUKOM W FPYAUHOM, U3MEHSET ABU-
KeHue pebep U HepeaKo COMPOBOXKAAETCA AbixaTefibHbIMU
HapylWeHUMU N0 PECTPUKTUBHOMY TUMY, @ TaKKe remMoau-
HaMUYECKUMU HapyWEHUSMU: CHUXKEHUEM apTepuasbHOro
[aBlIEHNS, UBMEHEHUAMM YaCTOTbl CEPAEYHbIX COKPALLEHWUH,
HapylweHnaMn pUTMa cepfLa, CHUXEHWEeM BEHO3HOro BO3-
BpaTa K cepauy. YKasaHHble HapyleHUs BO3HWUKalT He
TO/IbKO Ha npegonepaunoHHom atane [11, 12], Ho v B xoae
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XMPYPruyeckoro BMmelWaTenbCcTBa, 4To TpebyeT U3MeHeHus
NosIoXXeHUs NaumneHTa Ha ctone [13]. [pobnema BPOXKAEHHO-
ro NOPAOCKONNO3a NOAPOGHO M3yYeHa B 0630pe POCCUMCKUX
aBTOPOB, MPOaHaNM3MPOBaBLLIMX OKOMO TPEX AECATKOB CTa-
Ten no aton teme. OQHOBPEMEHHO MccneaoBaTenu nogyep-
KWBaIT HEOCTATOYHYIO M3Y4EHHOCTb AaHHOW naTtonorum [9].

Y4uTbiBasi peaKkoCTb Cy4aeB NOPAOCKONNO3a, a TaKKe To
06CTOATENBLCTBO, YTO B 60/bLUMHCTBE OMNy6/IMKOBAHHbIX paHee
paboT M3y4yanucb AblXaTeNbHble HapylleHus, Lenamu npea-
CTaBMIEHHOrO HWXe HabNAeHUs SBUAWCH AEMOHCTpauus
pPa3BUTUA reMOoAMHaAMMYECKOM HECTabWAbHOCTM NPWU XMpPYp-
TMYECKON KoppeKuun aedopmalmm NO3BOHOYHMKA Yy MNaLu-
E€HTKM C TOPAOCKOIMO30M, OLLeHKa GPaKTOPOB PUCKa Pa3BUTUS
CYHAPOMOKOMIIEKCA, a TaKKe aHanuM3 mep no npegoTepalle-
HWIO MHTPaAOMNEPALMOHHbIX HapyLUEHWI FEMOAVHAMMKM.

KNIUHUYECKHUIA NPUMEP

O nauueHTte

MauuneHTKa A., Bo3pacT 15 neTt, noctynuna Ans niaHoBo-
ro XMpypruyeckoro neyexHus gedopmaumm NO3BOHOYHMKA.
[varHos npu noctynaeHunu: «<Manonatm4eCcKnin HEOCNOKHEH-
HbI MPOrpeccupyoLMi JEKOMNEHCUPOBAHHbBIN MOBUNbHbIN
NPaBOCTOPOHHUI TpyaHOM nopaockonunos IV ctenenun (69°).
AHOManus XxopAanbHOro annapata — AOMNOJHWUTENbHAs XOp-
0a NeBOro enygoykar. MNauneHTKa npeabsiBasaa Kanobbl
Ha He3HauyuTeNnbHyl0 60/E3HEHHOCTb B CMMHE MpPU YTOM-
NIEHUN U YMEPEHHbIX PUIMYECKUX Harpyskax, a TakkKe Ha
nedbopmMaL Mo MO3BOHOYHMKA, BbI3bIBAIOLLYIO MCHUXOOrMye-
CKUIM auckoMdopT BBMAY OCOBEHHOCTEN BHELIHOCTH.

AHamHe3 60s1e3HM. JedopMaLng NO3BOHOYHMKA Y NaLu-
EHTKW guarHoctupoBaHa B 12-neTHeM BO3pacTe c nocle-
AYIOWMM MOCTOSHHBIM HabntogeHeM Bpa4yoM-OpTONeaoM.
HeaddeKTMBHOCTL KoHcepBaTMBHOW Tepanuun (JIOK, mac-
CaXk) C MOMEHTa YCTaHOBKM AMarHo3a v nNporpeccupoBaHue
nedbopmauunm no3BOHOYHWKA (yBenuveHuwe yrna gedopma-
LMW TpyaHOM ckonuoTtudeckon ayrn ¢ 30 o 69°) aBuaucb
NMOKa3aHUSMK K onepaTuBHOMY JIEYEHMUIO.

AHaMHe3 13Hu. JeBo4Ka pocna 1 pa3BuBanach cornac-
HO BO3pacTy, PU3n4ecKass akTMBHOCTb 0Obl4Has, yKalaHum
Ha TpaBMbl MO3BOHOYHMKA HET. B cembe nauneHTKuU cnyvyaes
CKO/IM03a He 6bIN0.

®dusnKanbHana gMarHocTuKa

MpK NoCTynaeHnn COCTOSHME MaLMEHTKU yAOBNETBOPMU-
TEeNbHOE, aKTUBHOCTb HE CHMKeHa. Poct — 157 cm, macca
Tena — 48 Kr. [lblxaHne BE3WKyNsipHOEe MO BCEM MOJIAM.
ToHbI cepfua fACHble, PUTM MPaBW/bHbIN, LWYMOB HET, YacToTa
cepaeyHbix cokpaweHun (HCC) — 80/muH, apTepuanbHoe
nasnenuve (A) — 110/70 MM pT. CT. }KUBOT MATKUM, 6e€360-
JIE3HEHHbIV NpW Nanbnaumm, NepucTanbTUKa XuBas, auypes
aflekBaTHbIN. Mensis ¢ 11 neT.

TpaBMaTo/10ro-opToNeANYECKmi cTatyc. TenoCnoxeHue
HOPMOCTEHUYECKOE, acCMMMETPUS HaAmnneyYnn, yrnos sona-
TOK, TPeyronbHUKOB Tanuu. OTKIIOHEHWE JIMHWUU OCTUCTbIX
OTPOCTKOB B IrPyAHOM OTAesie NO3BOHOYHMKA BIEBO, B MOSIC-
HWYHOM — BMpaBo. [MOABMKHOCTb MO3BOHOYHMKA HeE3Ha-
YUTENbHO OrpaHMyeHa B rpyaHOM oTaesne npu GOKOBbIX
HaKnoHax. [pyaHon KnMdo3 crnaxkeH. [paBOCTOPOHHSAS CKO-
nMoTnyeckas gedopmanma rpyaHoro otaena no3BOHOYHUKA.
[epeKoc Ta3a He 06HapPYyKeEH, ANMHA KOHEYHOCTEN OANHAKO-
Ba, OCb NMpaBuW/bHas.

UHCcTpyMeHTanbHas AUarHocTuKa

Ha cnoHaunorpammax, BbIMOMHEHHbIX MPWU MOCTYMIEHWUH,
yron NPaBOCTOPOHHEN FPYAHON CKOMMOTUYECKOM Ayrn CTOS —
69°, C HaKMOHOM B CTOPOHY Ayrn — 19°, KMdO3 rpygHoro
oTtaena — 3°, NopAo3 nosicHMyHoro otgena — 47° (puc. 1).

Pe3ynbTaTbl KIMHWMYECKUX aHaNM30B KPOBU M MOYU
B npeaeniax BO3pacTHOM HOPMbI. [Tpy MarHUTHO-pe30HaHC-
HOM TOMOrpadun CTPYKTYpPHble U GYHKUMOHaNbHbIE OTKIIO-
HEHUS UEeHTpanbHOW HEPBHOM CUCTEMbl HE OGHapPYXKEHbI.
3aK/loyeHne HeBpPOora: COCTOSAHME HEPBHOW cUcTeMbl 6e3
ocobeHHocTen. Mo gaHHbIM SKIT 3aperncTprpoBaHbl MUrpa-
umsa sBoautensa putma no npeacepamam ¢ HCC 92—-102/MuH,
HapylweHne BHYTPUMKENYAOYKOBOM MPOBOAMMOCTM MO Mnpa-
BOW HOXKe ny4yka [Mca, Harpy3ka Ha NieBblv )enygodek. MNpu
Y3W cepgua, BbINONHEHHOM Ha ambynaTtopHOM 3Tane BO
BPEMS MOArOTOBKMU MALMEHTKU K rocnutannsaummu, BbiaBe-
Ha JoNoSIHMTENbHAsa XopAa NeBoro xenyaoyka. Mpu uccneno-
BaHMU QYHKUMM BHELIHEro AblXxaHUs Mpy NOCTYNIeHUN oTMe-
YEeHO YMEPEHHOE CHUXEHWE MMIHEHHOW EMKOCTU NEerkux
(82% OT DOMKHbIX MOKa3aTenen) NpyM HopMasbHbIX CKOPOCT-
HbIX NOKa3aTensx BEHTUAALMOHHON QYHKLMU NETKUX.

Anastasiya A. lvanova, Sergey G. Volkov, Dmitry S. Lukyanov, Maya N. Lebedeva
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Intraoperative Hemodynamic Disorders in Adolescent
with Lordoscoliosis During Correction of Spinal Deformity:
Clinical Case and Brief Literature Review

Background. The intraoperative prone position of patients is risk factor of hemodynamic instability development especially in patients
with lordoscoliosis due to smaller chest volume. Clinical case description. 15-year-old female patient was admitted for planned
surgical correction of grade IV lordoscoliosis. Arterial hypotension has developed during surgery, that could not be corrected by
increased infusion therapy rate, vasopressors, and changing anesthetic. Operation has been stopped. No significant anatomical and
functional changes in cardiovascular system were revealed during the postoperative period. The patient was taken back to the operating
room five days later. However, patient’s positioning has been changed: the Jackson table module with chest and pelvic bone support
pads was replaced with standard one with surgical linen placed under the chest and iliac crests. Propofol was the anesthetic of choice.
The course of anesthesia was within normal. Conclusion. Preoperative examination of patients with lordoscoliosis should include CT
examination of the spine and chest to evaluate the spinal penetration index. Intraoperative positioning should be performed in a way to
reduce negative effect of inevitable chest compression. It is preferable to use total intravenous anesthesia. All the above is crucial to
minimize the risk of intraoperative hemodynamic instability.
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KnuHuyeckuit auarHos

NanonaTMyecKUn HEOCNOXKHEHHbIM MPOrpeccupyoLLmni
AEKOMMEHCUPOBAHHbIN MOBWUNbHBIA NPaBOCTOPOHHWUI TPYA-
HOW nopaockonno3s IV ctenenu (69°).

Xupypruyeckoe nevyeHume

3annaHupoBaHHbIN 06beEM oOnepauuu — KOpPPEKLUS
aedbopmanmn No3BOHOYHMKA CErMEHTaPHbIM MHCTPYMEHTaPK-
€M W 3afHero CnoHAMI04e3a MECTHOM ayTOKOCTbIO B YC/IOBM-
AX 06LLEeN aHeCTe3MMU. XMPYpPruyecKoe neveHne nNpoBoaAnIOCH
Ha cTone [I)KEKCOHa, NMO3BONSIOWEM OCYLLECTBUTL AEKOM-
npeccuio nepegHen OPIOWHON CTEHKU nyTem obecrneyvyeHus
ee NpoBUCaHUA, MPU 3TOM OCHOBHOM YNOP OCYLLECTBASETCS
Ha rPyAHYIO KNETKY U rpebHM NoAB3AO0LLHbIX KOCTEN (pUc. 2).

AHecTe3nonornyeckoe obecrevyeHne onepalmm nNpoBo-
AMNOCb C MPUMEHEHUEM CTaHAAPTHOrO MHTpaonepaLmoH-
HOMO MOHMTOpPUHra 6e30MacHOCTM NauueHTa: HEMHBa3WB-
Hoe uamepeHue ALl ¢ nHTepBanoM 5 MUWH, HemnpepbiBHas
peructpauua Kl n caTypaumm, aHan1M3 ra3oBoro cocrtaBa
BAbIXaeMOW W BblAbIXaeMOW ra3oBOM cmecu, GUcneKTpanb-
HbI MHAEKC 3HUedanorpammsbl (BIS-MOHUTOPUHT) ANS KOH-
Tpons rny6uHbl aHecTe3nn. MHAYKUMS aHeCcTe3nn BbiMoHe-
Ha nyteM OO0/CHOro BBeAeHUA deHTaHuIa B AO3UMPOBKE
0,002 mr/Kr macchl Tena, nponodona 2,5 Mr/Kr u pokypo-
Hus 6pomunga 1 mr/Kr. Nocne nHTy6aLum Tpaxeu NogKI0YeH
ceBodypaH B A03MPOBKE, MO3BOASAOWEN NOAAEepPKMBaATb
rny6uHy aHecTe3auun B uHTepBane 40—-60 cornacHo AaHHbIM
BIS-moHuTOpa (0,5-1 MWUHMMaNbHOM aNbBEONSIPHON KOH-
LieHTpauum). fa3oToK ocywectBasamn B o6beme 1,5 n/MuH,
KOHLIEHTpaLMs KMCNOpoaa BO BAbIXaeMOW CMECH COCTaBnsi-
na 40%. MNpoBoagnnacb MHOY3nMs cbGanaHCUMPOBAHHbIX pac-
TBOPOB KPUCTaNJION0B CO CKOPOCTbIO 4—6 M1/Kr /4.

Mocne noBopoTa MaUMEHTKM Ha XMBOT M 06pPabOTKKU one-
paLMOHHOro nonst 6bln BblNOAHEH pa3pes. lleped KOXHbIM
paspe3om BBeaeHbl 6ontoc dpeHTaHuna B gose 0,002 Mmr/kKr,
a TakkKe 6ontoc KeTamuHa B go3e 0,25 wmr/kr (6nokatop
NMDA-peuenTopoB) ¢ MnocneaylowmmM MoaKIIo4YeHNEM Mpos-
NeHHON MHbY3MK cyGaHeCcTeETUYECKOM JO3UPOBKU KETaMUHa —
0,25 Mr/Kr/4. MNocne KOXHOro pa3pesa Ha 3Tane CKeneTupo-
BaHMWS rPyAHOro oTaena No3BOHOYHMKA, CONPOBOXKAABLIErocs
HEN36EXKHBIM MEXaHUMYECKUM AaBNEHWEM Ha TPYAHYIO KNETKY
nauMeHTKH, 6blna 3aperncTpupoBaHa aptTepuasnbHas rMnoTex-
3us (A — 58/34 mm pr. ct.) ¢ HCC 132/MUH. BEHTUNALMOHHBIX
HapyLLleHWM 3aperucTpupoBaHo He 6bl10. YCKOPEH TeMn HbY-
31OHHOM noaaepXKkn o 100 ma/MUH. O6beM KPOBOMOTEPH Ha
JaHHOM 3Tane onepaTMBHOMO BMeLLaTeNbCcTBa bl MUHUMab-
HbiM — 30-40 mn. OgHaKko npwu cneaylouem namepenmn AL
(4epes3 1 MWH) OTMEYEHO COXpPaHEHME apTepUasnbHOM MMNOTEH-
3un (AL — 67/32 mm pr. cT.), HCC — 127 /MuH. OJHOBPEMEHHO
3aMeyeHo, YTO NpW MPEKpalleHUM BO3AEWCTBUS XMpypruye-
CKoW G6puraabl Ha nauneHTKy Al yBennynnocb Ao 82/52 mMm
pT. CT. [PUHATO peLleHne 0 CMeHEe aHeCTETUKa — NpPeKpaLLeHO
BBeAeHue ceBodypaHa 1 NoAKIYeHa NPOAJIEHHas MHDY3US
nponodosia co CKOPOCTbO, NO3BONSBLIEN JOCTUrATb LIESIEBbIX
3Ha4yeHun BIS-monuTopa (40-60), 6-12 ™mr/Kr/4. C uensio
KoppeKkuun ypoBHS Al Takke 6bla MOAKIYEeHa Bal3onpec-
COpHas NoaaepxKa — npoafieHHas nHobysna HopanuHedpuHa
co cKopoctbto 0,05-0,1 MKr/Kr/muH. lMocneaylowne Tpex-
KpaTHble namepeHusa Al ¢ uHTepBanom B 3 MUH He BbIBMAK
MONOXUTENbHbIX FEMOANHAMMWYECKMX CABUIOB.

NHTpaonepaunoHHbIM KOHCUIMYMOM, y4YUTblBasi COXpaHs-
loLMeCs HapyleHUs reMOANHAMUKKN NaLMEHTKK, BbIN0 NPUHS-
TO peLleHne O NpeKpaLLeHUN XMPYPrM4eCcKoro BMeLlaTenbCcTea
WM nepeBoAe NaUMEHTKU ANs AMHAMMYECKOro HabnogeHus
B nanaty peaHumauuun. B onepaumoHHOM nocne noBopoTa
NMauMeHTKM Ha CMUHY remMoauHaMM4YecKue nokasaTenn Hop-
manuaosanucb (A — 88/54 mm pT. cT., HCC — 105/MuH),
Ba30MpeccopHas noaepxKa obina npekpalleHa.

Puc. 1. PeHTreHorpaMmbl naumMeHTKM A. Npu NOCTYNAEeHUU
B CTauuoHap
Fig. 1. Radiographs of patient A. upon admission to the hospital

MpumeyaHue. CneBa — npsiMasi NPOEKLMSI, cnpaBa — GOKoBast
NPOEKLMS.
MCTOYHMK: apxuB yupexaeHus, 2024.

Note. Left — frontal view, right — lateral view.
Source: archive of the institution, 2024.

Puc. 2. [TonoxeHune nauueHTa Ha ctone [XKeKcoHa
Fig. 2. The patient’s position on Jackson’s Spinal Surgery Table

McTouHnk: ©Guangzhou Howell Medical Devices Co, LTD
(https://howellmed.com/ru/products/jackson-spine-table).

Source: ©Guangzhou Howell Medical Devices Co, LTD
(https://howellmed.com/ru/products/jackson-spine-table).

PaHHMI1 nocneonepaunoHHbIf Nnepnogj

Mpn nepeBoge nauMeHTKM B nanaty peaHumauuu
W WHTEHCMBHOW Tepanuu Ha MNPOASIEHHYD WCKYCCTBEHHYIO
BEHTUNALUMIO JIETKMX TEMOAMHAMWYECKMEe MoKasaTenu
NPOAOIKaNM ocTaBaTbCa CTabwuibHbiMU: Al B npegenax
92/58-105/65 MM pT. CT.

MpoBeaeH aHann3 NPUYUMH MHTpPaoNepaLMoHHOM apTe-
puanbHOM runepTeH3un. Ha BbINOIHEHHOM B nNanaTte peaHu-
Maumn KT 3apeructTpMpoBaHbl MUrpaLus BoAUTENS pUTMa
no npeacepauam ¢ HCC 100-108/muH, HenonHasa 6no0Kaga
npaBOn HOXKK Ny4Ka [Mca, a TakKe ycuneHme 6MonoTeHum-
anoB NIEBOrO *enyao4ka.

Mpn Y3W cepaua 3HaYUMbIX UBMEHEHUIN HE BbISBEHO:
oTMe4Yanacb ymepeHHasa Taxukapaus (105/MuH), dnaunono-
rmyeckas MUTpanbHas, TPMKycnuaanbHasa v neroyHas peryp-
rutaumsl | cteneHu, goctatovyHass coKpaTuTebHas Cnocoo6-
HOCTb MMOKapZa NeBoro xenyaoyka — dpakxums Bblbpoca
67%, 30Hbl HAPYLLUEHWI TOKabHOM COKPaTUMOCTU MUOKapaa
He o6HapyXeHbl. AopTa He pacwupeHa. Monoctn cepaua He
paclmpeHbl. TonlwmHa CTEHOK NIEBOrO XeNyaoyKa U MHAEKC
MacCbl MMOKapAa N1eBOro Xenygoyka B npegenax HopMbl.
CenTanbHbiXx OePEKTOB He BbiABAEHO. KnanaHHbiM anna-
paT 6e3 BMAUMbIX NATONOMMYECKNX MBMEHEHMN. [TpU3HaKOB
JIErOYHON TUNEPTEH3UN HEe BbISIBNEHO, PacYETHOE CUCTO-
NIM4ECKOEe AaBNeHWe B SIErO4HOM apTepun — 27 MM pT. CT.
(Mo rpagMeHTy TpUKyCcnnaanbHOW peryprutauum).
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KnuHunyeckKoe Ha6noaeHue

Mpn BOCCTaHOBNEHWUU CO3HAHUS, AbIXaHUS, HEPBHO-Mbl-
LLUEYHOM NPOBOAMMOCTM Ha GOHEe CTabuNbHON reMoanHaMMU-
Kn 6blna npoBeAeHa aKCTybauus Tpaxen. HYepes 2 4 Habnto-
[eHnss Ha ¢oHe cTabunbHOW remMOAMHAMMKKW MauueHTKa
OblNla nepeBeaeHa B NpodubHoe oTaeNeHme.

MoBTOpHas onepauusa

Yepe3 5 cyT nauMeHTKa NOBTOPHO B3ATa B OrepalyoH-
Hyl0. Bbinn NpUHATBI cnegyowue mMepbl 418 npegoTspalle-
HWSI MOBTOPHOIO 3N1304a reMoaAMHaMUYEeCKON HecTabubHO-
CTU: U3MEHEHbI YKNadKa NaumMeHTa Ha onepaunoHHOM cTofie
1 MeToA aHecTe3MoNorM4ecKoro obecneyeHus.

[n9 yMeHbLUEeHUs cTeneHn MexaHM4eCcKoro BO34enCTBuS
Ha rPyaHYl0 KNETKY NauMEeHTKM MPUHATO pPELUEHUE YWTU OT
npUMEHeHMa Moayns crtona [KeKCoHa, PYTUHHO WCMOJSib-
3yemMoro npu onepauusax Ha MO3BOHOYHWKE, C yrnopamwu
noa rpyab U Noja KocTu Tasa (cM. puc. 2). BmecTo Hero 6bin
MCMONb30BaH MOAYNb, NPEACTaBASAOWMIA COOOM LeNbHYI0
nnatopmy. na obecnevyeHUs OEKOMMPECCUU NepeaHen
OPIOWHOW CTEHKM ObIIO NPUMEHEHO NOAIOXEHHOE MOA rPya-
HYIO KNEeTKY C/I0XEHHOE OnepaunoHHOoe 6efibe, NMPUMEPHO
B 2 pas3a MeHblle Mo BbICOTE, YeM TpPyaHOM yrnop cTona
[XeKCcoHa, U pacnofioeHHoe KpaHWanbHee, Yem yrnop nof
rpyab Ha ctone [IXKeKCoHa, a TaKKe aHanorM4yHo CNoXeHHoe
onepaunoHHoe 6enbe noa rpebHu MoAB3/AO0LIHbIX KOCTEMN.
Ons oblien aHecTe3nn UCMONb30BaH NPonodos.

B TeueHwne BCero Xmpypruiyeckoro BMellaTenbCcTBa, BKIO-
Yyaa aTanbl, CONPOBOXAABLIMECA WHTEHCUBHLIM MexaHu4e-
CKMM BO3JENCTBMEM CO CTOPOHbI XMPYProB, MoKa3aTenu
reMoguMHaMMKn ocTaBanucb CTabunbHbIMW. BEHTUAALMOHHBIX
HapyLleHWN 3aperncTpnpoBaHo He 6bino. TeyeHne nocneorne-
paLMOHHOro nepuoaa 6bi10 rmagkum (puc. 3).

Ha 9-e cyT mocne noBTOPHOM onepauuy NauMeHTKa
Oblla BblMWCaHa M3 CTalMoOHapa B YAOB/ETBOPUTENbHOM
COCTOSIHUM.

OBCYXAEHME

KaK y)ke 6blI0 0OTMeYeHO Npy 060CHOBaHUK HacTosLWEN
paboThbl, KOPPEKLMS MMetolLenca aedopMaLlm NO3BOHOYHK-
Ka BbIHYXXAEHHO BbINONHAETCS B NOMIOXEHUN NaLUMEHTa Nexa
Ha YXMBOTE, YTO acCOLMMPOBAHO C BbICOKMM PUCKOM MOBbI-
LUEHNS BHYTPMOPIOWIHOIO AaBfEHUS 3@ CYET KOMMpPEeccuu

Puc. 3. PeHTreHorpaMmsbl NauneHTKu A. nocne Xupypruyeckoro
neyeHnst gedopmMaLimm NO3BOHOYHUKA
Fig. 3. Radiographs of patient A. after surgical treatment

lMpumeyaHune. CneBa — npamas NpPoeKuus, cnpaBa — 60KoBas
NpoeKLUus.
MCTOYHMK: apxvB ydpexaeHus, 2024.

Note. Left — frontal view, right — lateral view.
Source: archive of the institution, 2024.

nepeaHen 6pIOWHON CTEHKW. CneunanbHbli MOAYNbHbINA CTON
[XeKcoHa, NpUMeHseMbl B CUHANbHOW XWMPYPruu, no3Bo-
NFeT n3bexarb 3TOro HexenaTenbHoro aBfieHuns [7]. OgHako
6e30MacHOCTb MpMMEHeHUs cTona [IKeKcoHa B MNosoxe-
HUKW NaLMEHTOB Ha XWMBOTE He ABnseTca abConoTHON. TaK,
J.H. Park n coaBT. onucanu TsHenblt reMmoanHaMUyYecKnin
Konnarc npu onepauunn Ha NO3BOHOYHUKE Y MaLMeHTa C OXMK-
peHneM, YIOXKEHHOrO Ha cTone [I)KeKCoHa, BCNeAcTBUE Ypes-
MEPHOro NpoBMCaHMA XunBoTa [14]. ABTOPbI NPEANONIOKNAN,
4YTO 06BUCLUNI KMBOT Y NaLMeHTa, Byay4M CyLLeCTBEHHbIX pas-
MepoB, CNOCO6CTBOBAN 3HAYNUTENBHOMY CMELLEHNIO OPraHoOB
OpIOLLHOM MONIOCTM BHWU3, Bbi3BaB MNeperné HWKHen nosion
BEHbIl, /UK CNPOBOLMPOBAN BEHO3HbIM CTa3 B GPIOLIHOM
NoJIOCTH, YTO NPUBENO K HapyweHUI0 BEHO3HOro BO3BpaTa
K cepauy. M TonbKo NpMMEHEeHWe BHEeLHEeN NOAAEPKKMN KNBO-
Ta HeMeA/IEHHO BOCCTaHOBMI0 reMOAMHaMMUYECKYIO CTabub-
HocTb [14]. B gpyron paboTe onucaH KIWMHWUYECKWUM crydan
MHTpaonepaLnoHHOro HapyLeHWs AblXaHUs U KpoBooGpalLe-
HUS Yy NauueHTa ¢ nopgockonmosom [11]. Mpun nosBopoTe Ha
YKMBOT MPOM30WNI0 PE3KOE KPUTUHHOE MEeXaHUYecKoe Hapy-
leHWe BEHTUNSAUMKM Nerkux. HopmanuaoBaTb HapylweHue
yAanocb MnyteM WHTPaonepauuoHHOr0 U3MEHEHWS YKNaaKu
nauueHtTa — noAKnaabiBaHMs nodywek noj nneyn u 6eapa
Taknm 06pa3om, YTO rosioBa 1 njaeyu nawlmeHTa 6oiam onyle-
Hbl, yMeHbLIasa faBneHue Ha Tpaxeto. OgHaKo, HeCcMoTps Ha
M3MeHeHMe YKNaKU NauueHTa, MHTPaonepaLUoHHO peru-
CTPMPOBAIUCb 3MU304bl KPUTUYHOIO CHUXeHus All, coBna-
[aloLine ¢ arpecCcUBHbIMKU XMPYPrUYECKUMU MaHUMyNaumMaMm
Ha rpygHoM otaene no3BoHOYHWKa [11]. [MocnegHee yKkasbl-
BaeT Ha Heo6XOAMMOCTb MpeaynpexaeHns MoOBblEHUSA He
TONIbKO BHYTPUOPIOWHOIO, HO WU BHYTPUTPYAHOrO AaBleHus
ansg NPpodUNaKTUKK HapyLLEeHUN BEHTUNALMMN NETKUX U FremMo-
AMHaMMKK. O BaXKHOCTM ONTUMM3ALMKU UHTPaoNepaLnoHHOM
YKNagKkv nauueHta ¢ gepopmaumen No3BOHOYHUKA U Tpya-
HOWM KNIETKM C LieNbl0 MUHUMW3ALUMW OaBNEHUS Ha FPYAHYIO
KJIETKY co0o6LatoT u apyrue asTopsbl [15].

besycnoBHO, NPUYMHOM pPa3BUTUA FEMOAUHAMUYECKUX
HapyleHWn B OMUCaHHOM HaMu clydyae SBWIOCb MNOBbILLE-
HUEe BHYTPUIPYAHOrO AaBfEHWUs, MpuBeAWee K HapyleHuto
KPOBOTOKa MO BEPXHEN MOJION BEHEe C HapylleHWeM BEHO3-
HOro BO3BpaTa. loATBEPXAEHMEM 3TOMY fIBUNACb TEHOEH-
UMA K Hopmanusauuu A npu OTpbiBe rPyaHOW KIIETKM OT
NMOBEPXHOCTU yropa XMPYpPruyeckoro crona, pasmeleHHoro
noj rpyablo NaumMeHTa. Y4uTbiBasi, YTO HaxoAsdWMWcs B pac-
MOPSIXEHMM HaLEero yypexaeHus cton [KexkcoHa obopyno-
BaH /IMLb CMIOWHbIMX MOMNEPEYHbIMX ynopaMu MOA rpyab,
€ANHCTBEHHbIM BbIXOJOM A/ OCYLLECTBIEHUS afeKBaTHOIro
NMO3ULIMOHUPOBAHUA NALMEHTKU B NOJIOXKEHWUU Ha UBOTE NpU
NMOBTOPHOM XMPYPruyecKOM BMeLlaTeNbCTBE C CO34aHuem
pe3epBHOro NPOCTPaHCTBa MeXAY NMOBEPXHOCTbIO onepaLu-
OHHOTrO CTONa W rPyAHOM KIIETKOM OKa3anoCb BblHYXAEHHOE
MCNosib30BaHWe NOAPYYHbIX CPEACTB — C/IOXEHHOro B BUAE
Ba/IMKOB onepaLmnoHHoro 6enbs. MNoaTBepKaeHeM npaBuib-
HOCTW MPWUHATOTO PELUEHUs ABWUIOCb OMucaHue noao6HOro
c/ydast pa3BUTUS apTepuanbHOM TMMNOTEH3UK Y NaLneHTa co
CKONMoTUYecKon agedopmaLmen NO3BOHOYHWKAE, MOMELLEH-
HOro B NOJIOXEHWE Ha XMUBOTE Ha cTtone [eKcoHa [16]. Kak
M B HalleM cnyyae, reMogMHamumyeckasi CTabunbHOCTb U BO3-
MOXHOCTb BbIMOMHEHUS 3aMIaHUPOBAHHOIO XMPYPrMYyecKoro
Jle4yeHuns 6ol obecrneyeHbl CMEHOM YKIAAKW NaLneHTa nytem
3aMeHbl NornepeYyHon rpyaHomn NogywKK Ha ABe KIMHOBUAHbIE
NOAYLWHKHK, KOTOpble 6blan pa3MelLLeHbl NonepeK HUXKHeN YacTu
rPYAHOM KNeTKu 60/1bHOro. MNpn aTOM peweHre 06 3MeHeHu1
YKNaAKu 6bI10 NPUHATO HaMKW HE3aBWCKMMO OT MpeacTaBlieH-
HOro 3apy6exHbIMW Konneramu cnyyas.

B KOHTEKCTe BbIWEN3NOXEHHON MHPOPMAaLIMKU CTaHOBMUT-
C O4YEeBMAHOW BaHOCTb MpeaonepaLuoHHoro obcnenoBa-
HWUS NaLMEHTOB C MUCMNOb30BaHWMEM KOMMbIOTEPHOW TOMOrpa-



dun (KT) ana oueHkM cteneHu agedopmMaumu rpyaHON KIETKH,
MO3WLMOHHbIX COOTHOLIEHWUI MEXKAY CEPALIEM, FPYANHOWM U rpya-
HbIM OTAENOM MO3BOHOYHMKA. 3TW AaHHble Heo6X0AMMbl ANis
nporHo3a He6naronpUATHbIX NOCIEACTBUI CO CTOPOHbI CEPAEY-
HO-COCYAMCTOM U [ibIXaTeNbHOW CUCTEM, BbI3BaHHbIX MHTPaoNe-
PaLMOHHbBIM MONOXKEHUEM MALMEHTOB MPKU KOppeKuunn aedop-
MaLuu rpygHoro otaena no3BoHo4YHMKa [4, 17, 18]. BaxkHocTb
npegonepaunoHHoro KT-uccnegoBaHus  MO3BOHOYHMKA
W TPYOHOW K/IETKM MaLMEHTOB MOAYEPKHYAM B CBOEW paboTe
J. Dubousset 1 coaBT. [pn aHanu3e gaHHbIX KT-nccnegoBaHus
aBTOPbI NPULLAK K 3aK/IOYEHMIO, YTO Lie1lecoobpas3Ho paccma-
TpvBaTb AedopMaLmnio rpyaHOro oTgena MO3BOHOYHWKa Mpu
NIOPAOCKONIMO3€E KaK BbiMAYMBaHME TeN MO3BOHKOB B MPYAHYIO
KNEeTKy, npuBoasiiee K GOPMUPOBAHWUIO 3HAOTOPaKanbHOro
No3BOHKOBOro ropba. MccnepgoBatensmu 6bin pa3paboTaH
WHOEKC CMMHaNbHOM MNEeHeTpaLuu, KOTOPbIM KONMYECTBEHHO
XapaKTepu3yeT 06beM rPyaHOM KNETKWM, 3aHUMaeMbI MO3BO-
HOYHWKOM. Y 3[0pOBbIX JOAEN 3HAYEHWS AaHHOIO0 MHAEKCa
HaxoasaTes B npegenax 8—10%, Toraa Kak y nalMeHToB ¢ nop-
[OCKONMO30M MoryT gocturate 15-50% [19].

KaKk oTme4yeHOo Bblle, aHaTOMO-PU3NO0SI0OTNMYECKME OCO-
6EHHOCTU W WMHTPaonepauMoOHHOE MOSIOXKEHWE NauMeHTa
C NTOPOCKOIMO30M ABAAOTCA (PaKTopamMu pUCKa remo-
OMHAMUYECKMX HapyleHuin. B 1o e Bpems He cnegyet
3abblBaTb O HEMWHYEMOM M HEOJHO3HAYHOM BAUSIHWM Ha
CepAeYHO-COCYANCTYIO CUCTEMY MALMEHTOB MEeAMKaMEHTO3-
HbIX CPEACTB, MCMNONb3yeMblX A1 aHEeCTe3UO0SIOrMYECKOro
obecrneyeHns BbINONHAEMbIX onepauun [20-22]. PaHee
HaMKn 6bII0 NMOKa3aHo, 4TO Ba30MferMyeckoe [AencTBUE
ceBodnypaHa NPeBOCXOANUT TaKoBOe y Nponodona U MOXKeT
OKa3blBaTb 3HAYMMOE HEraTMBHOE BMSIHWME HA remMofuHa-
MWKY MpW NOBOPOTE NaLMEHTOB Ha XMBOT [23]. YyuTbiBas
BbILIENSNOMKEHHOE M 411 MAKCUMabHOIO UCKITIOYEHUS BCEX
BO3MOXHbIX GAKTOPOB, HEraTUBHO BMSAIOLIMX HA rEMOAMHa-
MWKy, B ONMUCbIBAEMOM HaMWu c/lydae nNpu NoBTOPHOM onepa-
UMK ans obluien aHecTe3ann Mcnosb3oBaH nponodos. Takum
06pas3oM, TOJIbKO KOMMJIEKCHbIW NOAX04 K NpeAoTBpalLEHNIO
HapyLIEeHWA reMoAMHaMUKK MPU NOBTOPHOM XMPYPTrMYECKOM
BMelaTeNbCTBe, 3aKIYaloWmicsd B M3MEHEHWUWN YKNa4KM
nauMeHTKM U CMEHE aHeCTETUKA, NO3BOJIUA YCMNELWHO 3aBep-
WWTb 3ann1aHMpPOBaHHOE XMPYpPruyecKoe ieyeHue.

bBe3ycnoBHO, Mbl OCO3HaeM, 4YTO B Xxoge npegonepauu-
OHHOro 06cnefoBaHWs MauUMEHTKU He Oblna NpuHATa BO
BHUMaHWe TsKecTb AedopMaLmm NO3BOHOYHUKA C YYETOM
OLIEHKM MHAEKCa CNMHAIbHOM NeHeTpaLmn, a Takke He Gblan
BW3yannM3npoBaHbl U OLLEHEHbI pa3Mepbl PETPOCTEPHANbHO-
ro NPOCTPaHCTBa C UCMOSIb30BaHNEM BO3MOXKHOCTEN KT.

3AK/TIOMEHUE

MauneHTbl ¢ NOPAOCKOAMO30M TPeBYOT HACTOPOXKEH-
HOTFO OTHOLUEHMSI CO CTOPOHbI OMEPUPYIOLLMX XMPYProB
W Bpayen aHecTe3noN0oroB-peaHMmaTonoroB. TwaTenbHoe
npegonepauMoHHoe obcnenoBaHue, BKAtovatowee KT-uc-
cegoBaHMe MO3BOHOYHWKA WM TPYAHOM KIETKU C OLIEHKOM
WHAEKCa CNUHaNbHOM MNEeHeTpauuu, yKnagka nauueHToB
cnoco6oMm, Mo3BOJIAIOWNM YMEHbLWWTL NarybHoe BO3AeN-
CTBME HENU3OEKHOM KOMMPECCUU TPYAHOW KINETKM, a TaKxe
ONTUManbHbIM BbIOOP METoda aHeCcTe3nn ABAAIOTCS Mepa-
MW, KOTOPbIE B @HANOrMYHbIX CUTyaLMSAX NO3BONSAT CHU3UTb
PUCK BO3HWKHOBEHWS MHTPAONEPaALIMOHHON reMoagnHaMnye-
CKOW HECTabUNbHOCTH.

WHO®OPMUPOBAHHOE COIJIACUE

OT poauTenst NauMeHTKU NONy4eHO NMUCbMEHHOE UHbOoP-
MWUpPOBaHHOE [OOGPOBOJSIbHOE CcOrnacve Ha nybénuKauuio
pe3ynbraToB ee 06CnefoBaHUsa U NeYeHns B MeAULIMHCKOM
KypHane, BKIOYas ero 3/1eKTPOHHYI0 BEPCUIO (AaTa noanu-
caHua: 11.04.2024).

INFORMED CONSENT

Patient’s parent has signed written voluntary informed
consent on publication of diagnosis and treatment results
in medical journal, on-line version included (signed on
11.04.2024).

BbIPAXXEHME MNPU3HATEJ/IbHOCTHU

Bblparkaem Npu3HaTENbHOCTb 3aKOHHLIM MpeacTaBuTe-
NIFIM NaLMeHTKM 3a paspeLleHne nyemKaLn KIMHUYECKoro
cnyyasi, a TaKkKe xvpypram oTaeneHus LeTCKOM W noapocT-
KoBon Beptebponornm ®Prey «<HHUUTO mum. A.J1. LuBbsaHa»
MuH3gpaBa Poccuu 3a NPOAYKTUBHYIO U CNaXKEHHYI0 paboTy
Npu NeYeHnn NaLUEHTKMN.
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O6ocHoBaHue. CurHgpom CHARGE — 3a6osieBaHne ¢ ayTOCOMHO-AOMUHAHTHbIM TUIIOM Hac/aeA0BaHus 1 MOomnynsLMOHHON
yactoton 1 cnyyan Ha 8500-15000 HoBOpOXKAEHHbIX. [IpuinHa 3aboseBaHNs — U3MEHEHWE HYKIeOTUAHOM nocae[oBa-
Te/1bHOCTU reHa CHD7. «bonblunmmu» KputepusiMm CMHAPOMa SIBJISIKOTCS KoJloboMa /a3, atpe3unsi Ui CTEHO3 X0aH, AE(PEKTbI
cpefHen IMHUK (paclyeanHa rybbl u/uam Heba) n BPOXKAEHHbIE MOPOKM Hapy)KHOIro, CPEAHEro u BHyTPeHHero yxa. CUHAPOM
CHARGE xapaKTepu3yeTcsi BblPa)K€HHbIM KJIMHUYECKMM [0JIMMOPPUIMOM, HTO YCIIOXKHSAET AMarHOCTUKY 3abosieBaHus.
OnucaHMe KIMHUYECKOro ciay4as. MasnbynK, Bo3pacT 5 n1eT, HanpaB/ieH K 3HAOKPUHOIOrY 110 NoBOAY 0OAHOCTOPOHHENO KPUII-
TopXxu3ma ¢ poxxaeHus. [pn ocMoTpe 06HapyKeHbI aCUMMETPMS InLa, HapyLIEHUE CTPOEHMS YILIHbIX PAKOBMH, rTMI0M1a3upo-
BaHHasi MOLLIOHKa 1 OTCYTCTBME OHOI0 IMYKa B MOLLIOHKE. TaKKe OTMEYEHbI KOJI060Ma CETYaTKM C BYCTOPOHHEN TYroyX0oCTbiO,
onepupoBaHHas paclyennHa rybol u Heba, TPYAHOCTU C KOPMJIEHWEM, KEBaHWEM U [NI0TaHMEM, 3a[EPIKKa YMCTBEHHOIO
pPas3BUTHS U Nnapaaud IMLeBoro Hepsa. KnuHnyecku auarHoctupoBaH cuHagpom CHARGE, BrnocieAcTBumn NoaTBEPKAEHHbIN
MOJIEKYIAPHO-FTEHETUYECKMM MCCAE0BaHNEM: BbisSIBJIEHa pPaHee onucaHHas naToreHHas reTepo3uroTHas HyKIeoTuaHas
3ameHa chr8:60838202C>T (HG38) B 3K30He 19 reHa CHD7. 3aknio4eHune. [lpossiaeHns cunHagpoma CHARGE pasHsTes
OT NaLMeHTa K nalmeHTy, B CBSI3U C YEM HEOBXOAMMO MOJIEKY/IIPHO-TreHETUHECKOE MOATBEPKAEHUE AnarHoaa. lauyneHTsl
¢ cuHgpomom CHARGE TpebytoT HabaoAeH s MeXAUCUMITIIMHapPHOM KOMaHAbl, @ K 9HAOKPUHOJIOTY 0B6bIYHO 06pallatoTcs
C )Ka/no6aMu Ha 3a[lEPIKKY POCTa, 3a[€PIKKY N0I0BOr0 Pa3BUTUS, KPUIMTOPXM3M M MMI0MN1a3upOBaHHbIE HapyKHbIE 0/10BbIe
opraHbl. B gonyéeptatHOM Bo3pacTe 3arnofo3pnTb MMnoroHagoTPOMHbIM rMnoroHagn3m y masb4ymka ¢ cuHgpomom CHARGE
BO3MOXHO Ha OCHOBaHMU COYETaHWUS OHO- MM [ABYCTOPOHHEr0 KPUITOPXM3Ma, MMonaasmpoBaHHbIX HapyXHbIX M010BbIX
OpraHoB 1 HU3KOM KOHLIEHTpaLuuu MHrmbnHa B.

KnroueBsbie cnoBa: cuHapom CHARGE, reH CHD7, atpe3usi xoaH, Kos1060Ma, ania3usi MoayKPY»KHbIX KaHal0B, rMnoroHajgo-
TPOMHbINA TMMIOroHaAn3M, aHoOCMUS, MHIMOWUH B, KInHu4YeCcKui cay4an
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CHARGE Syndrome from Pediatric Endocrinologist Perspective:
Clinical Case

Background. CHARGE syndrome is an autosomal dominant disease with population frequency of 1 case per 8500-15,000 newborns.
The cause of this disease is nucleotide changes in the CHD7 gene. The “major” criteria for the syndrome are eye coloboma, choanal
atresia or stenosis, midline defects (cleft lip and/or palate), and congenital malformations of outer, middle, and inner ear. CHARGE
syndrome is characterized by significant clinical polymorphism complicating its diagnosis. Clinical case description. The boy, 5 years
old, has been referred to endocrinologist due to unilateral cryptorchidism since birth. We have revealed face asymmetry, auricles
abnormalities, hypoplastic scrotum and absence of one testicle in the scrotum during examination. Retinal coloboma, bilateral hearing
loss, operated cleft lip and palate, difficulties with feeding, chewing, and swallowing, mental retardation and facial paralysis were
also noted. CHARGE syndrome was clinically diagnosed, and later it was confirmed by molecular genetic testing: previously described
pathogenic heterozygous nucleotide variant chr8:60838202C>T (HG38) in exon 19 of the CHD7 gene was revealed. Conclusion.
Manifestations of CHARGE syndrome vary from patient to patient, thus, molecular genetic confirmation of the diagnosis is crucial.
Patients with CHARGE syndrome require follow-up by multi-disciplinary team, and the endocrinologist is usually admitted with complaints
on growth retardation, delayed puberty, cryptorchidism and hypoplastic external genitalia. It is possible to suspect hypogonadotropic
hypogonadism in a boy with CHARGE syndrome at pre-pubertal age in case of its combination with one- or bilateral cryptorchidism,
hypoplastic external genitalia and low inhibin B level.
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OBOCHOBAHME

Cungpom CHARGE (cuHapom XuTTHep — Xonna) — 3a6o-
fleBaHMe C ayTOCOMHO-AOMUHAHTHbIM TUNOM HacnegoBaHMUs
1 nonynsaunoHHoM vactotoi 1 cnydan Ha 8500-15000 HoBo-
pPOXAeHHbIX [1, 2]. AyTOCOMHO-AOMWHAHTHOE HacneaoBaHue
npeanonaraert, 4To 3TOT CUHAPOM pPacrnpoCTpaHeH Cpeau nuL,
MYXCKOIO M EHCKOro nona C OAMHaAKOBOW 4vacTtoTow [3].
B 6onblIKHCTBE Cny4yaeB 3abosieBaHWe Hacnegyercs Cro-
pagMyeckn U BO3HWKAET MO MNPUYMHE WM3MEHEHUN HyKIe-
OTMAHOM NocnefoBaTte/ibHOCTM de nNovo, OAHAaKO OMnucaHbl
N cemernHble GpopMbl cuHapoMa [4, 5].

lepBoe onucaHve cuHapoMa 6bin0 OnNy6IMKOBAHO
B 1979 r. HE3aBMCMMO [BYMS aMEPUKaAHCKUMK BpayaMn —
OKynucToM XeneH XuttHep (H.M. Hittner) u coasrT. [6] 1 reneTu-
KoM BparaHom Xonnom (B.D. Hall) [7]. X. XuTTHep 1 coasT. onu-
canu 10 geTen ¢ KonobomMon, MUKPOGTabMOM, BPOXKAEHHbIMM
nopoKamu cepaua, 3aepXKKon pa3BuTUS, Nape3oMm JIMLEBOIO
HepBa, HapyLUEeHNEM [NOTaHUs 1 NMOPOKaMM Pa3BUTUS HAPYHK-
HOro yxa ¢ rnyxoTtou [6]. b. Xonn onncan 17 naumneHToB U3 pas-
HbIX CEMEN C BPOXAEHHON aTpe3nen xoaH (aTpeaunst — noaHoe
OTCYTCTBME €CTECTBEHHbIX OTBEPCTUM WM KaHanoB), y 60/b-
LUIMHCTBA M3 KOTOPbIX OTMEYaNUCb 3aAEpPMKa YMCTBEHHOMO
pa3BuTWSA, NOCTHaTaNbHas 3afepyKa pocTa, KPUNTOPXU3M
W/UAN MUKPOMNEHUC Yy ManbYnKOB (MeHee 2,5 cm), Hebonblume
YLK, NOPOKK cepaua, MUKPOrHatTus, Mukpouedanus n Koso-
6omMa a3 [7]. YdeHbl NpeanonoXui, YTo 3TU COCTOSIHMA
accouMMpoBaHbl MeXay cobov W SBASIOTCA MPOSBAEHUAMMU
cneumodnyeckoro cuHapoma [7]. Y Bcex nauueHToB, OnucaH-
HbIX X. XUTTHEP 1 COaBT. U b. Xonn1oMm, 6bi/n BbISIBNIEHbI MOPOKK
pa3BUTUS X0aH 1 KOIOGOMa a3, B CBSA3M C YeM 3TU COCTOSIHUSA
CTanu paccmaTpuBaTb KaK 06si3aTefibHble JuMarHoCTUYecKue
KpuTtepun cuHapoma. OgHaKo CO BPEMEHEM CTaso MOHSTHO,
4TO GEHOTUM TaKUX NALMEHTOB KpanHe BapuabeneH.

B 1981 r. KIMHUYECKMM reHeTuKOM R. Pagon v coaBT.
Obl10 NPeAoKEeHO Ha3BaHMe CMHAPOMA, KOTOPbIM Mbl MOJb-
3yemca Ao cux nop. OHO npeacTtaBnsieT coO60M aKPOHMM,
KOTOpbI 06pa30BaH B pe3y/braTe CNOXEeHUs NepBbix OYKB
Ha3BaHWM HEKOTOPbIX KIIMHUYECKUX NPOSBIEHUI CUHAPOMA:
C — Coloboma (kono6oma), H — Heart defect (aHoma-
MK cepaeyvyHo-cocyancTom cuctemol), A — Atresia choanae
(aTpesusa xoaH), R — Retarded growth and development
(3apgeprka pocta U passutus), G — Genital abnormality
(rmnoroHaguam), E — Ear abnormality (HapyweHue cTpo-
€HUS opraHa cnyxa W Tyroyxoctb) [8]. [AuarHos «CUMHAPOM
CHARGE» npegnaranocb cuyuMtaTb MOATBEPMKAEHHbLIM MpPU
BbISIB/IEHUW Y NauuneHTa 4 COCTOAHUM U3 6 ynoMsaHyTbIX [8].
B panbHenwem Kputepum AMarHoCTUKM HEOAHOKPATHO nepe-
cMatpuBanuce. Tak, B 1998 r. K.D. Blake n coaBT. npeanoxum-
M «6ONbLIMMU» KPUTEPUAMU CUHAPOMA CHMTATb KONOOOMY
C MuKpodTanbMoOM M 6€3 Hero, NMOPOKKM pPa3BUTUS XOaH,
HapyweHne paboTbl YepenHblX HEPBOB, MOPOKWU Pa3BUTUSA
opraHa ciyxa, a runonaa3vpoBaHHblE FEHUTAMKU, MOPOKMU
CepAEeYHO-COCYANCTON CUCTEMDBI, 3aLepPKy pocTa, paclie-
JINHY TY6bl U HeGa, TPaxeonuLLeBOAHYIO GUCTYNY U NULLEBOM
aAMCMOpOdU3M cYMTaTb «ManbiMU» KpuTepusamu. Mo MHEHUIO
K.D. Blake n coaBT., aHOMannn pa3BUTUS MOYEK, KOHEYHO-
CTeN, KOCTHO-MbILLIEYHOW CUCTEMbI, TMNONNAa3nNs BUIOYKOBOK
M MapalmTOBMAHbIX Kene3 OTHOCATCS K BTOPOCTEMEHHbLIM
Kputepusm cuHgpoma [8]. B 2005 r. A. Verloes npeanoxun
pasnuyatb TUNUYHYIO, aTUMUYHYIO M NapunanbHylo (Henos-
Hyt0) popmy cuHapoma CHARGE [9]. U3 «6onbmnx» Kpute-
pUeB OH NPEeasIOKMA UCKIOUYUTb AUCOHYHKLMIO YepenHbIX
HEPBOB M aHOMasIMM CTPOEHMSA HaPYKHOMo U CpefaHero yxa,
OCTaBMB TOJIbKO KONOGOMY, aTPe3nto X0aH U HeJOCTaTOHHOE
pa3BuTUE OpraHa paBHOBECUSA BO BHYTPEHHEM yxe [9)].

B HacTosiwiee Bpemsi Mcnonb3yloTcs «Gonblune» auar-
HOCTUYECKUE KpuTepuu, npeanoxeHHole C.L. Hale n coaBT.

B 2016 r. [10], B 4ncne KOTOpbIX XOpUopeTuHanbHas Koo-
60oma uan Konoboma AWMCKa 3pPUTENbHOro HepBa, aTpesus
WKW CTEHO3 X0aH, pacuiennHa rybol uin rybol n Heba, aHo-
MannuK CTPOEHMS HAaPYKHOro, CPeAHEero yxa uan HegocTaTou-
HOE pa3BUTUE MONYKPYKHbIX KaHanoB BMIOTb A0 annasuu,
M NaToOreHHble U3MEHEHUS HYKNEeOTMAHOW nocneaoBaTenb-
HOCTW reHa CHD7, KoaupyloLWero xenuMkasy, y4acTBYIOLLYHO
B GOpPMUPOBAHUM W CTPYKTypU3auum xpomatuHa. OgHako
YKa3aHHble COCTOSIHUS M3 Tpynnbl «GONbLWNX» KPUTEPUEB
HabngalTcs He y Bcex nauneHTosB ¢ cuHapomom CHARGE
[1, 10-13]. AMCHYHKLMIO YeperHbIX HEPBOB, KIMHUYECKM
NPOSIBASIOWYIOCH MPOrPEecCUpYIOLLMM CHUMKEHMEM chlyxa,
HapyleHneM O06OHAHWUS, HapyleHWEeM FNOTaHWUS, KeBaHus,
nape3om NosIoBMHbI NnLa u cyxocTbto pta, C.L. Hale v coaBT.
NPeaNoXUIN cYnTaTb «ManbiMU» OUArHOCTUHECKUMU KpU-
TepMAMM BMECTE C MOPOKaMW pPa3BUTUS FOIOBHOMO MO3ra,
TaKMMU KaK rmnonnasus Mo30/MCTOro Tena, MocTa, HUKHero
oTaena 4epBs MO3)Keyka, aHoManusa ApHonbaa — Kuapw |,
3a[EPKKOM YMCTBEHHOIO Pa3BUTUSA, PAacCTPOMCTBAMMU ayTu-
CTMYECKOro CMneKTpa, MMNOroHagoTPOMNHbIM FMNOroHaAW3-
MOM, AedULMTOM FOPMOHa pOCTa, BTOPUYHBIM TMNOTMPEO-
30M, BTOPWUYHOM HAAMOYEYHWUKOBOM HEAOCTaTOYHOCTbIO,
BPOXAEHHbIMX MOPOKaMM Pa3BUTUS CEPAEYHO-COCYANCTOM
CcUCTEMbI, NULLEBOAA, NOYEK, CKeneta U KoHevyHocTen [10].
[narHos cyntaeTcs NOATBEPKAEHHbBIM, COMIaCHO KPUTEPUSIM
C.L. Hale v coaBT. [10], ecnn y naumMeHTa UMetoTCs Kak MUHMK-
MyM ABa COCTOSIHUS U3 FPYNMbl «60NbLIMX» KOUTEPUEB U OJHO
COCTOSIHME W3 Tpynnbl «ManblX» KpUTEpUEB. Y MNauueHToB
¢ cnHgpomom CHARGE moryT oTMeyvaTbCsi MUrpeHb, anunen-
CWS, KaTapaKTa, OTC/IOMKa CEeTYaTKH, BblpaXKEHHbIR CKONMO3,
[LONONMHUTENbHbIE MNanblbl MAKM danaHruM, OTCYyTCTBME WU
HeJopa3BUTME OLHOMO MAWM HECKONbKMX NaNbLEB BEPXHMX
WU HWXKHWUX KOHEYHOCTEW, CKNagKW LWeW, AOMONHUTENb-
Hble UM Heopa3BUTbIE COCKM, rpbiXKa Nyno4yHOro KaHaTuka
N MUKpodTanbMns, OJHAKO HU OAHO M3 ITUX COCTOSIHWUK He
ABNSETCH AMAarHOCTUYECKMM KpUtepmnem cuHapoma [14].

Mo nocnegHUM AaHHbIM, KPOME HYKIEOTUAHbIX 3aMeH
B reHe CHD7, ¢ cuHagpomom CHARGE accounnpoBaHbl nato-
reHHble reTepo3nroTHbie U3MEHEHUS HYKeOoTMAHOM nocne-
noBaTenbHOCTM B reHe SEMAS3E, Kogupytoliem 6enoK U3
cemencTBa cemad®opUHOB, KOTOPLIM, B CBOK 04Yepeb, BAUS-
€T Ha TrOoHafOTPOMMH-PUANBUHI-TOPMOH-CEKPETUPYIOLLNE
HenpoHbl [15]. Mpu 3TOM Ja)ke y NauueHToB C OAWHAKo-
BbIM FreHETUYECKMM AeDEKTOM MOTYyT OTMEeYaTbCs PasinyHble
nposiBneHus cuHapoma [4].

Heo6xoanMoCTb NpeacTaBieHUs JaHHOM0 KIMHUYECKOro
cnyyasi CMHApPOMA MPOAMKTOBAHa PEAKOCTbIO M BblparKeH-
HbIM KJIMHWYECKMM nonnmMopoduamom 3abosieBaHus, a Tak-
e HeobxoauMOoCTblo MHDOPMMPOBAHUSA Bpaden 06 3HAO-
KPUHHbIX HapYLIEHWAX M BO3MOXHOCTSX MpeaBapuUTeNbHOM
[AWarHoCTUKM TMMNOroHagM3ama y Maib4yMKOB C CUHAPOMOM
CHARGE B gonyb6eptaTHOM Bo3pacTe.

KNIUHUYECKHUIA NPUMEP

O nauueHTe

Ha ambynaTopHbIt NpPUMEM K AETCKOMY 3HAOKPWMHOMOrY
NOCTynua MasnbyuK, Bo3pacT 5 net 1 mec. }anobbl (Co cnoB
poauTenen) Ha geduumnT Macchl Tena, HapylleHne rnoTaHus,
JKEBaHUS, 3aAeprKKYy YMCTBEHHOrO pa3BMTUSA, OTCYTCTBUE
OAHOrO fIYKa B MOLUOHKE.

AHamHe3 60/1e3HHU

C poxaeHus y pebeHKa paclienvHa rybol n Heba, Mo
noBoAy KOTOPOW HeoAHOKpaTHO onepupoBaH. Ha nepsom
rofy ¥M3HW ANarHOCTUPOBaHbI KONIOGOMa CETHATKH, 3a4ePK-
Ka YMCTBEHHOro pa3BWTUS M TYyroyxocTb, MO MOBOAY Yero
YyCTaHOBJ/IEHbI KOX/1€apHblE UMMAAHTbI C IBYX CTOPOH.



AHaMHe3 }XU3HU

Manb4ymK poaunca Ha 36-n Hep 6EPEMEHHOCTU C INTMHOM
Tena 56 cm, maccon 4300 r. B Te4eHne nepBoro roga u3Hu
Haxoaunca Ha 30HAOBOM MUTAHUK B CBA3M C TPYAHOCTAMM
B KOPMJIEHWH, CBSAI3aHHbIMU C GOPMUPOBAHUEM, NEPEKEBI-
BaHMEM MULLEBOr0 KOMKa U rMoTaHUEM.

HacnepgcTtBeHHbIN aHamMHe3

Y poauTenen n cnMbCoB KIMHUYECKUX NMPOSIBNEHUN, YKa-
3aHHbIX Bbllle, He oTMeYanocb. bpak He6GAM3KOPOACTBEH-
HbiK. LleneBon (cpeaHepoautenbCkui) pocT (mid parental
target height) — 183,5 cm (0,93 SD).

dusuKkanbHaa AMarHocTMKa

Mpn ocmoTpe pocT Manb4yumKa coctaBngn 103 cwm
(—1,1 SD). 3agepxKu pocTa He BbISB/IEHO, OJHAKO OTMEYEH
BblpakeHHbIn gednumnt maccol Tena — 13,5 kr (SDS UMT =
—2,5 SD). Mmencs 0gHOCTOPOHHMI Napes IMLLEBOrO HEPBA,
YTO MPU OCMOTPE MNPOSBAANOCH AaCUMMETPUEN MONOBUHBI
nmua. TakKe oTMeYeHbl HU3KOMOCaXeHHble POTUPOBaHHbIE
YLWKW W TUNepTenopuam (CM. pucyHoK). Monosas dopmyna no
TaHHep |, runonnasus MOLWOHKHK, NpaBoe AUYKO pa3MepoM
1 M — B MOLLOHKE, JIeBOE ANYKO B MOLLOHKE HE onpeaens-
JI0Cb, KABEPHO3HbIE Tefla HOpMasibHOro pasMmepa.

JlaGopaTopHOe U MHCTPYMEHTa/lbHOe o6cnefoBaHue

B 6uoxumuyeckoMm npodwuae KpoBU OTKIOHEHWUK
He BbIIBNEHO: MoKo3a — 4,3 MMonb/n (Hopma ao 6,1),
xonectepuH — 3,71 Mmonb/n (Hopma fo 5,2), anaHuH-
aMuHoTpaHcodepasa — 15,6 Ea/n (Hopma go 40), acnaprtaT-
amuHoTpaHcdepasa — 37 Ea/n (Hopma go 40). MUccneposaH
TUpeouaHbln  Npodunb: TUPEOTPOMHbIK TFTOPMOH —
3,7 MKME/mn (Hopma 0,4-4), T4 cBo6oaHbin —
15,7 nmonb/n (Hopma 12,3-22,8). M3 apyrux ropmMoHasb-
HbIX MOKas3aTeNen wccnefoBann KOHUEHTpaLMIo KOpPTU30-
na, 6a3anbHbll YPOBEHb KOTOPOro coctaBun 372 HMONb/N
(Hopma 150-550 Hmonb /1), UHrMbuH B — 20 nr/mn (Hopma
25-130 nr/mn).

Mo peadynbTataM ynbTPa3BYKOBOro MccefoBaHWUs opra-
HOB MOLLUOHKM JIEBOE SIMYKO B MOLLUOHKE W MO X0y Maxo-
BOro KaHaja He onpeaensanocb. dxokapauorpadus — 6e3
naToNormu.

MpeaBapuTenbHbIi AUarHo3

Ha ocHOBaHWWM coYeTaHUs KONOGOMbI CETYATKM C Tyro-
YXOCTblO, pacuienMHon rybbl U Heba, aHOManuew cTpoe-
HUS YLWIHbIX PAKOBWH, TPYAHOCTAMMU B KOPMIEHWUW, }KEBAHUU
W [NOTaHWKU, 3aEPKKON YMCTBEHHOrO pasBWTWSA, OAHOCTO-
POHHWMM KPWUMTOPXM3MOM, Mape3oM JIMLEBOro HepBa 6bin
3anogo3peH cuHapom CHARGE.

AnHamMuKa u ucxopabl

[ns noaTBepXAeHWs AuMarHo3a MpoBeAeHO uccneno-
BaHue reHa CHD7 (NM 017780.4) MeETOAOM CEKBEHMPO-
BaHWSA HOBOMO MOKONEHUs. B 19 3K30He reHa o6Hapy»KeH
paHee HeO4HOKPATHO onucaHHbin (PMID: 29179815, PMID:
18089695, PMID: 29300383) retepo3uroTHbii BapuaHT
(HG38, chr8:60838202C>T, ¢.4480C>T), npuBOAsALLMI
K GOpMMpPOBaHMIO CTOM-KOAOHA W MpeEXKAeBPEMEHHON Tep-
MUHaLMWK TpaHenaunmn p.Arg1494Ter (rs587783442). Taknum
ob6pas3om, AMarHo3 cuHapoma CHARGE 6b1n noaTBepKaeH.

MporHos

MpoAONKUTENBHOCTb WU3HU MALMEHTOB C CUHAPOMOM
CHARGE cunbHo BapbupyeT. Hanbonee BbicOKas MnageHye-
CKasi CMepPTHOCTb OTMeYaeTcs Cpeamn NaumeHToB C MOPOKOM
pa3BUTUSA XO0aH, BPOXAEHHbIMW MOPOKaMW cepaua, Tpa-

PucyHok. ManbuuK, Bo3pact 5 net, ¢ cuHapomom CHARGE
Figure. The boy, 5 years old, with CHARGE syndrome
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MpumeyaHue. OTMEeYaOTCS aCUMMETPUS ML U aHOManus CTPOEHUS
HapXKHOTO yXa: HU3KOMOCAXKEHHbIE POTUPOBAHHbIE YKOPOYEHHbIE YLLK,
MOYKM OTCYTCTBYIOT, BHELUHWE 3aBUTKW HE CHOPMUPOBAHDI.

McTounmk: Kokopesa K.[., 2024.

Note. Facial asymmetry and external ear anomaly are noted: low
rotated shortened ears, no lobes, external curls are not formed.
Source: Kokoreva K.D., 2024.

XeW, MuiLeBofa, HapylweHUAMMU OoTaHUs U KesaHusa [16].
Mpn cnopaguyeckon Mytaumm de novo (Kak, BEPOSATHO,
B OMWCAHHOM HaMW Cllydae) PUCK POXAEHUS elle OLHOro
pebeHKa ¢ cuHapomom CHARGE B ceMbe He npeBbillaeT
0o6LenonynaLMoHHbIX. Mpy HacnegoBaHMK NaToNOrM4eCcKo-
ro BapuaHTa reHa CHD7 oT 0IHOro U3 poauTenemn pucK pox-
[eHus elle oaHOro pebeHKa B ceMbe C JaHHOM naTonornen
coctaBnseT 50%.

OBCYXAEHME

N3 «6onbwux» KputepueB cuHapoma CHARGE (no
C.L. Hale n coaBrT. [10]) y ManbynKa oTMeYeHbl Konoboma
ceTyaTKu, pacliennHa rybbl U Heba, aHOManus CTPOEHUs
HapPYXHOro yxa M NaTOreHHbI paHee OMNUCaHHbIM BapuaHT
reHa CHD7. Takum o6pa3om, nauuMeHT cOoOTBETCTBOBan
YyeTbipem «6onblNMM» Kputepusam cuHapoma CHARGE, Toraa
KaK AN yCTaHOBNEHWS AMarHo3a A0oCTaTtovHO AByX. [pu
3TOM aTpe3ns xoaH, KoTopasi UMEETCH Y KaXaoro BTOPOro
pebeHKa ¢ cuHapomom CHARGE [8, 17], y Hallero nauveHTa
He oBHapyeHa.

N3 «Manbix» KPUTEPUEB CUHAPOMA Y Hallero nauueHTa
BbISIBMIEHbI HapylleHWe cnyxa, notpeboBaBLUee YCTaHOBKM
KOXx/leapHbIX MMMNAHTOB, 3aJepXKa YMCTBEHHOro pas3Bu-
TUS, CNOXHOCTU C KOPMIEHWUEM, [TIOTAHUEM U KEBAHWEM MO
npUYnMHe ANCOYHKLIMM YepenHbiXx HEPBOB. B yncne «Manbix»
Kputepues cuHapoma CHARGE ynomuHaeTtcs runonutyurta-
pU3M C BTOPUYHBIM TMNOrOHAAM3MOM. [MNONNa3ns MOLLOHKM
W NIEBOCTOPOHHWUI KPUMNTOPXM3M MOTyT SBAATbCH CUMMTO-
MaMu TMNOroHaZOTPOMHOro runoroHaguMama. Kpome Ttoro,
BbISIBIEHHOE Y Hallero nauneHTa M3MeHeHWe HyKI1eoTUAHON
nocnefoBaTenbHOCTM reHa CHD7 6bino paHee onucaHo
y ABYX AeBo4yeK ¢ cuHapomom CHARGE, y oaHOM M3 KOTOPbIX
oTMeYanocb HenosiHoe nosoBoe pas3BuThe [18]. BospacT
BTOPOW NaLMEHTKHM (6 NeT) He NO3BONSAN YCTaHOBUTb MMMNOro-
HaAM3M, O4HaKO rMnonaasus nonoBbIX ryd y Hee He BbisiBie-
Ha. Y Manb4ymMKOB A0 LOCTUXEHMS nybepTata rMnoroHagu3m
MOXET OblTb MOATBEPKAEH NPU OOHAPYKEHUU HUSKOM KOH-
LleHTpauun nHrnbuHa B, 4To CBMAETENbCTBYET O Heaopas-
BUTUK KneToK Ceptonu [19, 20].

Y Halwero nauMeHTa HU3Kas KOHLeHTpaumsa MHriMbuHa B
coyeTanacb € rMnonaasvpoBaHHOM MOLUOHKOW U OAHOCTO-
POHHUM KPUNTOPXM3MOM. TakuM 06pa3om, rMNoroHagu3m
BblcOKoBeposTeH [19, 20]. 3HaHMe 06 3TOM MNO3BOJSIMT MO
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KnuHuyeckoe HaGnopeHue

[IOCTUIKEHMM NaumeHToM 12-neTHero Bo3pacTta [19] (cpeaHe-
ro BO3pacTa HacTyMnJeHns Nos0BOro pa3BuTUS y Masb4ynKoB)
npu OTCYTCTBMM CMOHTAHHOro ny6eptata BOBPEMS WMHULIU-
MpoBaTb Tepanuio roHagoTPONMHaAMMU WUAN CMeCbio 3hUPoB
TecTtocTepoHa. 1o noBofy OLHOCTOPOHHEr0 KPUMTOPXM3Ma
Manb4yuMK Obll HANpPaBiAEH Ha KOHCYNbTALMIO K XMPYPTY.

Y nauuMeHTa Mbl TakKe NpoBenu uccnegoBaHme Tupeouna-
HOro cTaTyca Ans UCKYEHUS NEPBUYHOIO UK BTOPUYHOIO
rMNoTMpeo3a BCNeACTBME rMMoTanamMo-runodpusapHomn Heao-
CTaTO4HOCTU. M3BECTHO, B YACTHOCTH, YTO CHMIKEHUE PYHK-
LMK LWMTOBUAHOW XKenesbl nmeetca y 12-18% naumeHToB
¢ cuHapomom CHARGE [17]. Takke uccnegoBanvM GUOXMMMU-
YeCcKMM npodunb KPoBM (YPOBEHb [IIOKO3bl) U KOHLIEHTpa-
umnio 6a3anbHOr0 KOPTU30/a C Le/blo MCKIOYEHNUS HaAMo-
4Ye4YHMKOBOW HEfOCTaTOYHOCTU — €lle OAHOr0 BO3MOMXHOIO
3HAOKPMHHOro KoMnoHeHTa cuHapoma CHARGE [17].

3ageprka pocTta oTMedvaeTrcs y 70% nauueHTOB
¢ CHARGE-cuHapomoMm, M3 HUX ¥ 15% no npuynHe aedu-
uuTa ropmoHa pocta [17]. PaHOOMW3UPOBAHHbLIE KIK-
HWYEeCKMe wucnblTaHUs 3bPEeKTUBHOCTM coMaToTpOonuHa
B TaKMX C/yyasix paHee He NMPOBOAMAMN, OLHAKO pesy/bTa-

Tbl CMCTEMaTM4YecKoro o63opa NO3BONAIOT cyuTaTb Tepa-
nUI0 PEeKOMOBUHAHTHLIM TOPMOHOM pocCTa y NaLMWEHTOB
¢ CHARGE-cnHapoMmom acddeKkTUBHOM U 6e3onacHom [21].
Y onncaHHOro HaMu nauMeHTa 3afeprKa pocTa He oTMme-
yeHa (SDS pocta —-1,1 SD) [8, 17].

3a nocnegHue rogbl B POCCUMCKON MEAMLMHCKON nuTe-
patype ony6AMKOBAHO HECKONIbKO K/IMHUYECKUX OMUCaHWUM
netert ¢ cuHapomom CHARGE (cm. Tabnuuy) [5, 22-25].
MauuneHTbl o6pallanmcb K BpadyaM pasnuyHbiX cneuuanbHo-
CTeV B CUY UMEIOWMXCS Y HUX MaTONOrMi pasnnyHbiX opra-
HOB M CUCTEM (OPraHoB cfyxa, 3peHUsi, 06OHSHUS, NONOBbIX
OpPraHoB M T.4.), YTO YKa3blBaeT Ha HEOBXOAMMOCTb BeAEeHUS
TaKMX NaLMEHTOB MEXAMCLMNANMHAPHOM KOMaHAoW Bpayewn
M NOBbIWEHNS HACTOPOXKEHHOCTU OTOPMHONAPUHIONOrOB,
3HAOKPUHONOroB, 0dTanbMONOroB, racTPO3HTEPOSIONOB,
KapAnMoaoroB B OTHOLWEHWM CBOEBPEMEHHOW [AMArHOCTUKM
cuHapoma CHARGE. Kpome Toro, npeactaBieHHble B Tabnu-
Le JaHHble HarnsgHO WATIOCTPUPYIOT KIMHUYECKUI NOAMMOP-
du3m cuHapoma CHARGE. B 1O e Bpemsi HWM B OAHOM W3
[BYX ONy6/MKOBaAHHbIX 9HAOKPUHONOraMM KIIMHUYECKKUX CAy-
yaeB [b, 23] Bonpochkl NpeaBapuTeNbHOM ANArHOCTUKM TUMO-

Ta6auuya. KnMHMyeckue onmcaHmsa poCCUMCKMX NauneHToB ¢ cuHagpomom CHARGE
Table. Clinical descriptions of Russian patients with CHARGE syndrome

[Haixec H.A. 1) [BycTopoHHsAs Kono6oma Mapes nuueBoro HepBa, PaHHsAs gMarHoctnka OTopuHONapuHronor
1 COaBT., XOPUOUAEN U AUCKA KPUNTOPXM3M, 3afieprKKa 3aboneBaHnsa B BO3pacTe
2022 [22] 3pPUTENIbHOMO HEPBA; pocTa, NCUXOMOTOPHOrO 4 MecC M3HM Ha OCHOBaHUKU
2) aucnnasunsg NoayKPYyKHbIX W pe4yeBoro pasBuTHS, KNUMHWYECKOM KapTUHbI.
KaHanos; [IBYCTOPOHHSAA TYroyXxocTb, | [AnarHo3 noatBepxaeH
3) reteposuroTHas HOCUTENb TPaxeoCTOMbl, pesynsratamu
HYKNeoTuaHasa 3aMeHa racTpoCTOMbl reHeTU4yecKoro
B reHe CHD7 pArg.157 nccnenoBaHus
XabubynnuHa 4.A. | 1) Kono6owma; AHOCMMUS, CemeitHasi dopMa cuHApoMa. | SHAOKPUHONOM
1 COaBT., 2) reteposuroTHas rMNOroHaAo0TPOMNHbIV KnuHnyeckuit nonumopduam
2021 [5] HYKNeoTuaHasa 3aMeHa rMNoroHaan3m 3a6oneBaHnsa Npu 0LHOWM
€.6193C>T:p.R2065C W TOW K€ HYKNEeOTUAHOMN
B reHe CHD7 3amMeHe Y POACTBEHHMKOB
OAHOMN ceMbu
Bparkko H0.A. 1) ManeHbKue, HenpaBuIbHON | 3afeprKKa CoyeTaHue cuHapoma OHAOKpPUHOMOT
Y COaBT,, GOpMbI YLLIHbIE PAKOBUHbI; MCUXOMOTOPHOIO CHARGE ¢ caxapHbIM
2021 [23] 2) reteposuroTHas 1 peyeBoro pasBuTHS, nva6eTtom 1-ro Tuna,
HyKNneoTuaHas MUKPOMNEHUC, He onucaHHoe paHee
3aMeHa B JOHOPCKOM KPUNTOPXM3M, B MEAMLMHCKOM nuTepaType,
cainTe cnnancuHra HECNOCO6HOCTb a TaKXKe HU3Kas NoTPpe6HOCTb
18¢.4353+1G>T nepexeBblBaTb NULLY B VHCY/IMHE
B reHe CHD7
Bypsikoea C.U., 1) Kono6oma; BpoxkaeHHbIN MOpPoK Bo3MoxHoCTM npeHaTanbHon | Bpau
Mynpa C.A., 2) aTpes3us xoaHbl; cepaua [MarHoCTUKK cUHApOMa yNbTPa3BYKOBOMN
2021 [25] 3) HU3KOopacnonoXKeHHbIe [IMarHOCTUKM
aHoManbHo
cHOpPMUPOBaAHHbIE YLIHbIE
pPaKoBWHbI
Nesunawswunun XK.I., | 1) Kono6oma cocyanctom [BYCTOPOHHSASA runonna3uns | MHOXeCTBEHHbIE MOPOKH OTopuHOnapuHronor
2020 [24] 060/104KM M JUCKa NoYeK, MUKPOMEHKC, pas3BuUTUS
3pUTENBHOrO HEPBA; KPUNTOPXM3M,
2) MOPOK PasBUTUS YLIHbIX OTKPbITbI OBasibHbIN
paKkoBWH NPOTOK, ABYCTOPOHHSS
HenpoceHcopHas
TYrOyXoCTb, 3a/lepHKa
pocTa 1 NcMxopeyeBoro
pa3BuUTUS, Napes MLEBOro
HepBa, nonudanaHrus




roHagn3ma y Majb4yuMKOB B gonybeprate He 06Cyxaanuchb.
[.A. XabubynnunHa v coaBT. [5] onucanu 4eBOYKY ny6epTaTHOro
BO3pacTa C HapyleHMeM 060HAHUSA U 3aepPrKKOM NOI0BOro
pa3sutua. K0.A. bpaxKko 1 coaBT. [23] NpeacTaBuUIn KIUHU-
Yeckumn cnyydamn codetaHmsa cuHgpoma CHARGE ¢ caxapHbim
anabetom 1-ro tmna. TakmMm o6pas3oM, npeacTaBieHHbIN
HaMKW KIIMHUYECKUI criydal SBASETCS YHUKaNbHbIM Ans poc-
CUNCKOW MEAMLUMHCKOW NutepaTtypbl OMMCaHMEM MallbyMKa
pony6epTatHoro Bo3pacta ¢ cuHgpomom CHARGE, y koTopo-
ro NpoBoOAMNachb NpeaBapuTenbHas AMarHOCTMKa rMNoroHa-
an3Ma NyTeM OLIEHKM KOHLEHTpaLnn HHrmbumHa B.

AnddepeHumnanbHaa guarHocTuka

B Kpyr 3aboneBaHui, C KOTOPbIMM, MO HaWeEMy MHe-
HWIO, cneayeT NPoBOAUTb ANddEPEHLMaNbHYIO AMAarHOCTUKY
cuHgpoma CHARGE, BKAtoYalOT HOPMOCMMYECKUM BPOXK-
[EHHbIN WU30UPOBAHHbLIN TMNOrOHAAOTPOMHbBIX FMNOroOHa-
AM3M M TUMNOroHaAM3M C HapyweHuem OOGOHSAHWUS, CHUHA-
pom [u [xopaxu (cuHApoM geneuuun 22ql1.2), CUHAPOM
Tpuuepa — KonnnHza — ®paHyecKeTT! n cuHapom KabyKu.

CuHgpom KanbmaHa

CBA3b MEX/y BPOMKAEHHbIM WM30JMPOBAHHbIM TUMOro-
HaJOTPOMHbIM TrUMNoroHaguamom u cuHgpomom CHARGE
cTana 0O4eBWOHOM nocne YCTaHOBNEHUS TEHETUYECKON Npu-
poabl nocnegHero B 2004 r. [26]. BbIACHUAOCH, B YaCTHOCTH,
4YTO pas3BuTME 3TUX 3ab0fieBaHUN BbI3BAHO M3MEHEHUSMMU
HYKJ1EOTUAHOW nocnegoBaTtenbHOCTU reHa CHD7, nokanu3o-
BaHHOro Ha 8- xpoMmocome (permoH 8q12.1) n Kogupyoule-
ro 6efoK, OTBeYalLMn 3a OpraHn3aLmo xpomaTnHa. Ecnum
HapylleHUa HYKNeoTMAHON nocnenoBaTe/ibHOCTU MPUBOAAT
K U3MEHEHUI0 aMUHOKMUCIOTHOro cocTaBa GefKa, T.e. Npwu
BO3HWKHOBEHWW MyTaLMK TUMa «MUCCEHC», pPa3BUBAETCH
cuHapom KanbMaHa — KIMHUYECKWMM MOATUN U30/MPOBAH-
HOroO BPOXAEHHOro rMMOroHaAoTPOMNHOro rvnoroHaan3ma,
NPOTEKAOWMUIN C COYETAHMEM TMMOroHagn3Ma M aHo- UM
rmnocmuu [19].

Y naumeHToB ¢ cMHapomMoM KanbmaHa MOoryt otMedaTtbcst
Te e npu3Haku, 4to 1 npu cuHgpome CHARGE, — Tyro-
YXOCTb, HapylleHWe 3PEHNS, MOPOKN Pa3BUTUSA KOHEYHOCTEN
W NOYeK, 0JHAKO COYEeTaHUE MHOMECTBEHHbIX BPOMKAEHHbIX
NOPOKOB Pa3BUTUS CO CTOPOHbI HEPEMNPOAYKTUBHbIX Opra-
HOB Ons geTten ¢ cuHapomom KanbMaHa HexapaKTepHo
[1, 27]. Tpn U3MEHEHUSX HYKIEeOoTUOHOW nocnenoBaTeNb-
HOCTM reHa CHD7 no TUny HOHCEHC-MyTaLUK, YTO NPUBOAUT
K ob6pas3oBaHUio 6osiee KOPOTKOro 6enKka, pa3BuBaeTcs
cuHgpom CHARGE [28]. Y nauMeHToB ¢ AaHHbIM CMHAPOMOM
MOET OTMeYaTbCs MMMNoroHaan3M ¢ aHOCMUEN — B TaKOM
cny4yae cuHapom KanbMaHa CYMTatoT OAHMUM U3 MPOABAEHUN
cuHgpoma CHARGE [1].

M3MeHeHNs HYKNeoTUAHOW nocneaoBaTeslbHOCTM reHa
SEMAS3E, o6HapyXeHHble KaK Yy 60/ibHbIX C CUHAPOMOM
CHARGE, TaK 1 y naumeHToB ¢ cuHapomom KanbmaHa [29],
TaKXe CBWAETENbCTBYIOT O €AUHON FEeHETUYEeCKOW npupoae
3TUX 3a60/IEBAHUN.

CuHgpom Aun Jxxopaxxn

CuHapom [u [Kopoxu npeacraBnsetr cobomn covyetaHme
runonapaTMpeos3a C NMOPOKOM Pa3BUTUS CepAeYHO-COCYan-
CTOM CUCTEMbI U UMMYHOAEPULMTOM CO CHUMKEHHBIM KOMU-
yecTBOM T-TMMPOUMTOB M3-3a MMMNO- UAWM annasuu Tumyca.
O6bI4HO AMArHo3 ycTaHaB/AMBAlOT B paHHEM BO3pacTe Ha
OCHOBaHWW TMMNOKanbLMEMUYECKUX cyaopor. Bcneacteue
TSXKENoro MMMyHogeduLnNTa TakMe AeTU CTpafaloT OT reHe-
panu3oBaHHbIX MHOeKUMK [30], @ N3 NOPOKOB BHYTPEHHUX
opraHoB Yalle Bcero otmedvaetcs TeTpaga Panno [31].
3aboneBaHne accoLMMpPOBaHO C UBMEHEHUAMU HYKNEOTUa-

HOWM NocnefoBaTelbHOCTU B reHe TBX1, y4acTBYIOLEM B CUH-
Te3e daKTopa TpaHcKpunumn T-Box-1 [32].

M3 cxoaHbiX cumntoMoB ¢ cnHapomom CHARGE y geten
C cuHapoMoM [u [XKOpPAKWM MOXKHO BbIOENUTb BPOXKAEH-
Hble MOPOKM cepAua, 3a4epiKKy pocTa, pacliennHy rybbl
M Heba W 3aeprKKy MCUXOMOTOPHOro pasBuTMS. Annasus
Tumyca y aeten ¢ cuHgpomom CHARGE o6HapyxkmnBaeTcs
B 1-2% cnydaeB [17], TaK e KaK U NMMOONEHUs ¢ runo-
Kanbunemunen [30]. B 1998 r. K.D. Blake u coaBT. cuntanu
rMnonfaasvio TMMyca M napalMTOBUAHbIX XKene3 BTOpocTe-
NeHHbIMKU KpuTepusmu cuHgpoma [8]. B AMarHoCTUYEeCKux
Kputepusax cuHapoma CHARGE, npeanoeHHbIX nosaHee
[9, 10], aaHHble COCTOSHWUS HE YTOMUHAOTCA.

Cungpom Tpuyepa — KonnnHza — DpaHYeCKeTTH

CuHapom Tpuyepa — HKonnuH3a — @PpaH4yecKeTTH
(CTK®) — penkoe 3abosieBaHWe C pacnpoCTPaHEHHOCTbIO
1 cnyyan Ha 25-50 TbiC. HOBOPOXAEHHLIX, Hacnegyetcs
ayTOCOMHO-A0OMMHaHTHO. [na CTK® xapaktepeH cneuudu-
YECKUN NuueBon AUCMOPOM3M: OTCYTCTBME YlIEW, FUMno-
nnasus CKyIOBbIX KOCTeW, runonnasus uHdpaopbutasnb-
HOrO Kpasi, MMKPOTUS. M3 NMpu3HaKoB, KOTOpble OMMcaHbl
n npu cuHapome CHARGE, y neteit ¢ CTKD moryt otme-
yaTbCs KoloboMa, rnyxoTa U 6unaTtepasnbHas aTpe3ns XoaH.
B 60nblIMHCTBE C/yd4aeB AuMarHo3 ycTaHaBMBaeTCs cpasy
nocne poXKAeHUs Ha OCHOBaHWK crneLmdUyYecKoro TMLEBOro
amcemopoduama. MHTennekT y 6onbinHeTBa aeten ¢ CTKD
CoXxpaHHbIN. Pa3BuTue 3abosieBaHnsa 06yCNOBEHO NaToreH-
HbIMW BapnaHTamu reHa TCOF1, KOTOPbIN KOAMPYET AAEPHbIN
6enok Treacle. Ana CTK® xapaKTepHbl BbICOKas NeHETPaHT-
HOCTb, TO €CTb CUMNTOMbI 60/1€3HU 6yayT Yy 90% HocuTenewn
NaToreHHOro BapuMaHTa yKal3aHHOro reHa, HO pasfMyHas
3KCMPECCUMBHOCTb, YTO KAMHMYECKW NPOSIBUTCS B CUMMTO-
MaxX pa3/IMYHOM BbIPaAXKEHHOCTM Y NaLMEHTOB W3 OAHOWM
cembm [33]. Y 18% manbyinkoB ¢ CTKP otmevaeTca KpunTop-
Xn3Mm, y 9% — mukponeHuc [34].

CuHgpom Kabykm

Y neten ¢ cuHagpoMom Kabyku B 4yncne COCTOSTHUM, KOTO-
pble onucaHbl npu cuHapome CHARGE, ynoMuHaoTcst NTOPOK#H
pPa3BUTUS YLWHbIX PAKOBMH, 3aAepKKa pocTa U NCMXOMOTOP-
HOrO pPa3BMTUSA, MOPOKKU cepaLa U COCYAOB, TMMNOroHaAM3M
C KpPUNTOPXM3MOM, MOTEPS Chyxa, paclwennHa rybbl U Heba
[35, 36, 37]. Kpome Toro, ans cuHapoma KabyKku, Kak 1 ans
cuHgpoma CHARGE, xapaKTepeH BblpaXeHHbIM MoAnMMOp-
GM3M KIMHUYECKUX MpPOosiBNEHUN. B aTon cBA3KM peluato-
liee 3HavyeHue B anddepeHunanbHON AnarHoCTUKE AaHHbIX
COCTOSIHUI MMEET MONEKYNSPHO-TEHETUYECKOE UCCnefoBa-
HUWe: Npu cuHapoMe Kabyku BbISIBASIOT MUBMEHEHMS HYKNEO-
TUAHOM NocnegoBaTenbHOCTM B reHax KMT2D u KDM6A [35].

3AK/TIOMEHUE

CuHgpom CHARGE — pepaKkoe 3aboneBaHWe, acCoLMK-
pPOBaHHOE C HapyleHWeM HYKIeoTUAHOW nocneaoBaTtesb-
HOCTK reHa CHD7, KoTopoe conpoBOXKaaeTcs o6pa3oBaHu-
€M CTOM-KOJIOHa U MPUBOAUT K MpeKpaLleHUo TpaHCAALUK
6enka. K «6onbwnm» Kputepmsam cnHgpoma CHARGE, kpome
naToreHHOM 3aMeHbl HyKneoTnaoB B reHe CHD7, oTHocAT
aTpesunio UM CTEHO3 XOaH, paclenunHy ryébl u/wan Heba,
KONOGOMY opraHa 3peHusi, aHOMannio CTPOEHUS HapyKHO-
ro, CpeAHero u BHYTPEHHErO yxa, B TOM YWC/ie rMnoniasuto
NMONYKPYXKHbIX KaHanoB. Takue nauueHTbl [JOMKHbl Haxo-
OUTbCS NOA HaGNAEHUEM MEXAUCUMMIMHAPHOM KOMaH-
Obl cneuuanucToB. M3 3HOOKPUHHBIX HapylWeHWn y aeteun
¢ cuHagpomom CHARGE BO3MOMHO pasBuTME MEPBUYHOMO
WM BTOPWUYHOIO rMnoTMpeosa, aeduumTa ropmMoHa pPoCTa,
HaAMNoO4Ye4YHMKOBOW HeaoCTaTOYHOCTU. [MMOroHaAOoTPOMHbLIN
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KnuHunyeckKoe Ha6noaeHue

rMnoroHagnam y mManbynmkoB ¢ cuHgpomom CHARGE moxkeT
ObITb 3aNOA03PEH €elle B HEMTpalbHOM nepuoae — nepuoge
MEeXAay MWHKU-y6epTatomM M nybeptatoM — Ha OCHOBaHWM
KPUNTOPXM3Ma, TMnonaa3mnm MOLIOHKM U HWU3KOrO YPOBHS
WHrM6KMHa B. Tpn OTCYTCTBMWM CaMOCTOATENIbHOM WHULMA-
LMK NONOBOro pa3BUTUS B AEKPETUPOBAHHbIE CPOKMU TaKUM
nauMeHTam nokasaHa Tepanus NON0BbIMM FOPMOHAMKU UK
rOHagoTPONMMHaMM.

WHOOPMUPOBAHHOE COITIACUE

Mony4yeHo NnnucbmMeHHoe MHGOPMUPOBaAHHOE AOGPOBOJIb-
HOe cornacue Ha Ny6MKaLmio KIMHUYECKOro cnyydas u ¢oTo-
rpadun pebeHka OT MaTepu nauueHTa (gaTa NoAnucaHus:
21.07.2024).

INFORMED CONSENT

Patient’s mother has signed written voluntary informed
consent on publication of clinical case and child’s photos
(signed on 21.07.2024).

UCTOYHUK ®PUHAHCUPOBAHUSA

MoneKynsipHo-reHeTMYeckoe MccnefoBaHWe npoBeae-
HO C MUCMONb30BaHWEM AEHEXHbIX CPEACTB, NPeAoCTaB/EH-
HbIX G1aroTBOpUTENbHLIM GOHAOM MOAAEPMKM U PasBUTMS
dunaHTponum «KAD»1,

1 BnarotsopuTtenbHbln GOHA pPasBUTUA  dunaHTponun  «KAD»
24 mapTa 2022 1. BHECEH B PEECTP HEKOMMEPYECKUX OpraHu-
3aUui, BbINONHALWMX GYHKLMN MHOCTPAHHOrO areHTa.

CMUCOK JIUTEPATYPbI / REFERENCES

1. Xu C, Cassatella D, van der Sloot AM, et al. Evaluating CHARGE
syndrome in congenital hypogonadotropic hypogonadism patients
harboring CHD7 variants. Genet Med. 2018;20(8):872-881.
doi: https://doi.org/10.1038/gim.2017.197

2. Qin Z, Su J, Li M, et al. Clinical and Genetic Analysis of
CHD7 Expands the Genotype and Phenotype of CHARGE Syndrome.
Front Genet. 2020;11:592. doi: https://doi.org/10.3389/
FGENE.2020.00592/BIBTEX

3. Usman N, Sur M. CHARGE Syndrome. In: StatPearls [Internet].
Treasure Island (FL): StatPearls Publishing; 2024. Available online:
https://www.ncbi.nim.nih.gov/books/NBK559199. Accessed on
November 27, 2024.

4. Delahaye A, Sznajer Y, Lyonnet S, et al. Familial CHARGE
syndrome because of CHD7 mutation: clinical intra- and interfamilial
variability. Clin Genet. 2027;72(2):112-121. doi: https://doi.org/
10.1111/J.1399-0004.2007.00821.X

5. XabubynauHa [O.A., KanuHyeHko H.1HO., Eroposa C.B. v gap.
CeMeWHbIi cnyyan rMnoroHagoTPOMHOro rMNnoroHaan3Ma Kak nposie-
nexve cuHapoma CHARGE // lMpo6nembl aHaoKpuHoaormm. — 2021, —
T 67. — N 3. — C. 68-72. — doi: https://doi.org/10.14341/
PROBL12748 [Khabibullina DA, Kalinchenko NYu, Egorova SV, et al.
Familial case of hypogonadotropic hypogonadism as the CHARGE
syndrome manifestation. Problems of Endocrinology. 2021;67(3):
68-72. (In Russ). doi: https://doi.org/10.14341/PROBL12748]

6. Hittner HM, Hirsch NJ, Kreh GM, Rudolph AJ. Colobomatous
microphthalmia, heart disease, hearing loss, and mental retardation.
A syndrome. J Pediatr Ophthalmol Strabismus. 1979;16(2):122-128.
doi: https://doi.org/10.3928/0191-3913-19790301-10

7. Hall BD. Choanal atresia and associated multiple anomalies.
J Pediatr. 1979;95(3):395-398. doi: https://doi.org/10.1016/
S0022-3476(79)80513-2

8. Blake K, Davenport S, Hall B, et al. Charge association:
An update and review for the primary pediatrician. Clin
Pediatr (Phila). 1998;37(3):159-174. doi: https://doi.org/
10.1177/000992289803700302

9. Verloes A. Updated diagnostic criteria for CHARGE syndrome:
A proposal. Am J Med Genet. 2005;133(3):306-308. doi: https://
doi.org/10.1002/ajmg.a.30559

FINANCING SOURCE

Molecular genetic testing was performed by means
provided by the charitable foundation for philanthropy
development “CAF”.

PACKPBITUE UHTEPECOB
ABTOpblI CTaTbWM MOATBEPAMAN OTCYTCTBME KOHMNMKTA
MHTEPEeCcOoB, 0 KOTOPOM HEOBXOAMMO COOBLLNTD.

DISCLOSURE OF INTEREST
Not specified.

BKJIA1 ABTOPOB

K.A. KokopeBa — ambynaTopHoe BeAeHWe nauueHTa,
c60p 1 aHaNn3 KIMHUYECKUX AaHHbIX, HanMcaHWe YepPHOBOro
BapuaHTa PyKOMuCH.

H.H. BoneBoa3 — pefaKTMpoBaHWe PyKOMUCH.

AUTHORS’ CONTRIBUTION

Kristina D. Kokoreva — outpatient management,
clinical data collection and analysis, manuscript draft writing.

Natalia N. Volevodz — manuscript editing.

ORCID

K.A. KokopeBa
https://orcid.org/0000-0001-6472-7442
H.H. BoneBopas
https://orcid.org/0000-0001-6470-6318

10. Hale CL, Niederriter AN, Green GE, et al. Atypical phenotypes
associated with pathogenic CHD7 variants and a proposal for
broadening CHARGE syndrome clinical diagnostic criteria HHS Public
Access. Am J Med Genet A. 2076;170(2):344—-354. doi: https://doi.
org/10.1002/ajmg.a.37435

11. Aramaki M, Udaka T, Kosaki R, et al. Phenotypic spectrum
of CHARGE syndrome with CHD7 mutations. J Pediatr.
2006;148(3):410-414. doi: https://doi.org/10.1016/j.jpeds.
2005.10.044

12. Sanlaville D, Verloes A. CHARGE syndrome: an update. Eur J
Hum Genet. 2007;15(4):389-399. doi: https://doi.org/10.1038/
sj.ejhg.5201778

13. Jongmans MCJ, Admiraal RJ, Van Der Donk KP, et al. CHARGE
syndrome: the phenotypic spectrum of mutations in the CHD7 gene.
J Med Genet. 2006;43(4):306—314. doi: https://doi.org/10.1136/
JMG.2005.036061

14. Kirk J. CHARGE syndrome: major and minor medical diagnostic
criteria plus later onset features. In: The CHARGE Information
Pack for Practitioners. 2013. 3 p. Available online: https://www.
chargesyndrome.org/wp-content/uploads/2016/03/CHARGE-
Factsheet-3-Clinical-Diagnosis-and-features.pdf. Accessed on
November 27, 2024.

15. Song X. ldentification of a novel heterozygous missense
mutation of SEMA3E (c.1327G>A; p. Ala443Thr) in a labor
induced fetus with CHARGE syndrome. Mol Genet Genomic Med.
2020;8(1):2020. doi: https://doi.org/10.1002/MGG3.1034

16. Zentner GE, Layman WS, Martin DM, Scacheri PC. Molecular
and phenotypic aspects of CHD7 mutation in CHARGE syndrome.
Am J Med Genet A. 2010;152(3):674-686. doi: https://doi.org/
10.1002/ajmg.a.33323

17. Hartshorne TS, Hefner MA, Blake KD. CHARGE-syndrome.
2nd edn. Plural Publishing, Inc.; 2021.

18. Okuno H, Mihara FR, Ohta S, et al. CHARGE syndrome modeling
using patient-iPSCs reveals defective migration of neural crest cells
harboring CHD7 mutations. Elife. 2017;6:e21114. doi: https://doi.
org/10.7554 /elife.21114.001

19. Boehm U. Expert consensus document: European Consensus
Statement on congenital hypogonadotropic hypogonadism-



pathogenesis, diagnosis and treatment. Nat Rev Endocrinol.
2015;11(9):547-564. doi: https://doi.org/10.1038/
nrendo.2015.112

20. Grinspon RP. Sertoli cell markers in the diagnosis of
paediatric male hypogonadism. J Pediatr Endocrinol Metab. 2012;
25(1-2):3-11. doi: https://doi.org/10.1515/JPEM-2011-0453/
MACHINEREADABLECITATION/RIS

21. Dijk DR, Bocca G, van Ravenswaaij-Arts CM. Growth in CHARGE
syndrome: Optimizing care with a multidisciplinary approach.
J Multidiscip Healthc. 2019;12:607-620. doi: https://doi.org/
10.2147/JMDH.S175713

22. fanxec H.A., 3enukosuy E.WN., BanakuHa A.B. 1 ap. Oco6eHHOCTH
[MarHoCTUKM Un BefeHus pebeHka ¢ CHARGE-cuHgpomom //
Poccurickas otopuHonapuHronorns. — 2022, — T. 21. — N2 3. —
C. 112-121. — doi: https://doi.org/10.18692/1810-4800-2022-
3-112-121 [Daikhes NA, Zelikovich El, Balakina AV, et al. Peculiarities
of diagnostics and management of a child with CHARGE syndrome.
Rossiiskaya otorinolaringologiya. 2022;21(3):112-121. (In Russ).
doi: https://doi.org/10.18692/1810-4800-2022-3-112-121]

23. bpaxko l0.A., Kypaesa T.J1., EmenbsiHoB A.O. u ap. CHARGE
cUHApoOM y pebeHKa C caxapHbiM guabetom. B3avmHoe Bnus-
HWe // [OoCTxKeHUs HayKu B MPaKTUKy AETCKOro 3HAOKPUHOJIOra:
OHNIaNH-KOHbEPEHLMS C MEXAYHAPOAHbIM y4acTueM no opdaHHbIM
M AETCKUM 3HAOKPWHHBIM 3aboneBaHuam, 4-5 gekabpsa 2021 r.
MoctepHas ceccus. [Brazhko YuA, Kuraeva TL, Emel’yanov AO, et al.
CHARGE sindrom u rebenka s sakharnym diabetom. Vzaimnoe
vliyanie. Dostizheniya nauki v praktiku detskogo endokrinologa:
Online Conference with International Participation on Orphan
and Pediatric Endocrine Diseases, December 4-5, 2021. Poster
Session. (In Russ).] docTtynHo no: https://www.endocrincentr.ru/
sites/default/files/all/EVENTS2021 /conference_04-12/01.pdf.
CcblflKa aKTMBHa Ha 27 Hoabpsa 2024.

24. leBnawsunn K.l., CasenkoBa H.[., TopkmHa O.K. u gp.
CHARGE-cuHapoM // PocCUACKUI BECTHUK MEPUHATONIOMMU U NeAM-
atpun. — 2020. — T. 65. — N2 1. — C. 116-121. — doi: https://doi.
org/10.21508/1027-4065-2020-65-1-116-121. [Leviashvili JG,
Savenkova ND, Gorkina OK, et al. CHARGE syndrome. Rossiyskiy
Vestnik Perinatologii i Pediatrii = Russian Bulletin of Perinatology
and Pediatrics. 2020;65:(1):116-121. (In Russ). doi: https://doi.
org/10.21508/1027-4065-2020-65-1-116-121]

25. bypsikosa C.U., MNyiaa C.A. MpeHatanbHan anarHoctuka CHARGE-
cuHapoma // MpeHatanbHas gnarHoctnka. — 2021, — 1. 20. — N2 4, —
C. 321-327. — doi: https://doi.org/10.21516/2413-1458-2021-20-
4-321-327 [Buryakova Sl, Puyda SA. Prenatal diagnosis of CHARGE
syndrome. Prenatal Diagnosis. 2021;20(4):321-327. (In Russ).
doi: https://doi.org/10.21516/2413-1458-2021-20-4-321-327]

26. Vissers LELM, Admiraal R, Hurst JA, De Vries BBA. Mutations in
a new member of the chromodomain gene family cause CHARGE
syndrome. Nat Genet. 2024;36(9):955-957. doi: https://doi.org/
10.1038/NG1407

27. KokopeBa K.[. BpoxzgeHHbI W30MPOBaHHbIA MIOroHa0-
TPOIMHbIA TUIOrOHaAN3M: KIMHUYECKMI MOUMOPPU3M U MOJEKY-
JIIPHO-TeHEeTUYeCKasl reTeporeHHoOCTb: AUC. ... KaHA. Mef. HayK. —
M.; 2023. — 126 c. [Kokoreva KD. Vrozhdennyi izolirovannyi
gipogonadotropnyi  gipogonadizm:  klinicheskii  polimorfizm

i molekulyarno-geneticheskaya geterogennost’.
dissertation]. Moscow; 2023. 126 p. (In Russ).]

28. Marcos S, Sarfati J, Leroy C, et al. The prevalence of CHD7
missense versus truncating mutations is higher in patients with
Kallmann syndrome than in typical CHARGE patients. J Clin Endocrinol
Metab. 2014;99(10):E2138-E2143. doi: https://doi.org/
10.1210/jc.2014-2110

29. Kansdkoski J, Fagerholm R, Laitinen EM, et al. Mutation
screening of SEMA3A and SEMATA in patients with congenital
hypogonadotropic hypogonadism. Pediatr Res. 2014;75(5):
641-644. doi: https://doi.org/10.1038/pr.2014.23

30. Jyonouchi S, McDonald-McGinn DM, Bale S, et al. CHARGE
Syndrome and Chromosome 22q11.2 Deletion Syndrome:
A Comparison of Immunologic and Non-Immunologic Phenotypic
Features. Pediatrics. 2009;123(5):e871. doi: https://doi.org/
10.1542/PEDS.2008-3400

31. Sénchez N, Hernandez M, Cruz JP, Mellado C. Phenotypic
spectrum of neonatal charge syndrome. Rev Chil Pediatr. 2019;
90(5):533-538. doi: https://doi.org/10.32641 /rchped.v90i5.1080
32. Papaioannou VE. The T-box gene family: emerging
roles in development, stem cells and cancer. Development.
2014;141(20):3819-3833. doi: https://doi.org/10.1242/
DEV.104471

33. MetpyHuyeB A.10., bapcykoB A.®., BopoHoB B.A. CemeNHbIn
cnyvya cuHapoma PpaHyeckeTtn (OMIM 154500) ¢ Tsxenbim
nopakeHvem cpegHero yxa // Poccuiickass OTOPUHOAPUHIO/I0-
rmg. — 2019. — T. 18. — N2 100. — C. 96-101. — doi: https://
doi.org/10.18692/1810-4800-2019-3-96-101 [Petrunichev AvYu,
Barsukov AF, Voronov VA. A family case of Franceschetti syndrome
(OMIM 154500) with severe lesions of the middle ear. Rossiiskaya
otorinolaringologiya. 2019;18(3):96-101. (In Russ). doi: https://
doi.org/10.18692/1810-4800-2019-3-96-101]

34. Beaumont CA, Dunaway DJ, Padwa BL, et al. Extracraniofacial
anomalies in Treacher Collins syndrome: A multicentre study of
248 patients. Int J Oral Maxillofac Surg. 2021;50(11):1471-1476.
doi: https://doi.org/10.1016/J.1J0M.2021.03.001

35. bennHa A.P, MenukaH M.A. BpoxAeHHbI TMNEPUHCYIUHU3M
B cocTaBe cuHgpoma Kabyku // lpobrembi IHAOKPUHOAOMMN. —
2022. — T. 68. — N2 5. — C. 91-96. — doi: https://doi.
org/10.14341/PROBL13145-10339 [Benina AR, Melikyan MA.
Congenital hyperinsulinism as a part of Kabuki syndrome. Problems
of Endocrinology. 2022;68(5):91-96. (In Russ). doi: https://doi.
org/10.14341 /probl13145]

36. KoHapaTeHko W.B., CycnuupiH E.H., Baxnapckaa C.C. u ap.
CuHgpom Kabyku // Bonpocbl remartonorum/0OHKOI0rmm
u MMMyHonatonorum B neanatpmm. — 2017. — T. 16. — N2 4. —
C. 75-83. — doi: https://doi.org/10.24287/1726-1708-2017-
16-4-75-83 [Kondratenko 1V, Suspitsin EN, Vakhlyarskaya SS,
et al. Kabuki syndrome. Pediatric Hematology/Oncology and
Immunopathology. 2017;16(4):75-83. (In Russ). doi: https://doi.
org/10.24287/1726-1708-2017-16-4-75-83]

37. Di Candia F, Fontana P, Paglia P, et al. Clinical heterogeneity of
Kabuki syndrome in a cohort of Italian patients and review of the
literature. Eur J Pediatr. 2022;181(1):171-187. doi: https://doi.
org/10.1007/s00431-021-04108-w/Published

[abstract of

CURRENT PEDIATRICS /2024 / V.23 /N2 6

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2024 / TOM 23 / N2 6



516

KnuHuyeckoe HaoGnwogeHue

https://doi.org/10.15690/vsp.v23i6.2825 W) Check for updates

(X0l

3.T. AM6apusaHni, B.B. UBaHuuKkos?, A.[l. AneKkceeBal, 0.b. TopaeeBal, J1.C. Hama3osa-bapaHosal: 2

1 HWUW neamatpum 1 oxpaHbl 340poBbs AeTer HKL, N22 dIrBOY BO «PHLUX um. akaa. B.B. MeTpoBCcKoron,
MockBa, Poccuiickas ®enepauus
2 PHUMY um. H.W. Muporosa (Mnuporosckuin YHueepcuteT), Mocksa, Poccuiickaa degepalims

CoBpeMeHHble BO3MOXHOCTHU
Tepanuu rHe3HOoun anoneuum

KoHTaKTHas nHpopmauus:

AmbapysiH 3ayaps TurpaHoBuY, KaHAMAAT MeAULMHCKUX HayK, 3aBeylolnii oTaeneHrem gepmaronorun HUW neguatpuu v oxpaHbl 3LOPOBbS AeTen
HKL, N°2 ®Ir'b0Y BO «PHLX um. akaa. b.B. Metpockoro» MuHo6pHayku Poccum

Appec: 117593, MockBa, JIutoBCKMKM BynbBap, 4. 1a, Ten.: +7 (915) 400-00-02, e-mail: edo_amb@mail.ru

Cratbf noctynuna: 03.10.2024, npuHAaTa K neyatu: 16.12.2024

HesaHas anoneumss — XPOHNYECKOE rEHETUYECKN AETePMUHUPOBaAHHOE BOCMaIUTE/IbHOE ayTOMMMYHHOE 3abo/ieBaHue,
MpoTEKallLLee C MOParKEHNEM BOOCSHbIX QOJINKYI0B, MPUBOASLMM K BOEMEHHOMY MU CTOMKOMY HepybLi0BOMY Bbina-
AeHno BOJOC. [Jns nedyeHns 3aperncTpupoBaHbl MHIMOUTOPbI SIHYC-KMHAa3, 03BOJISIOWME NEPCOHaIN3UPOBaTb Tepanmo
M OBbICUTb €€ 3PPEKTUBHOCTbL 3a CHYET KYNUPOBaHUS CUMITOMOB M MOJI0XKUTESIbHOIO BAUSIHUS HA KaY€CTBO XMU3HM NaLu-
€eHTOB. 3Ta rpynna npenaparoB paccMaTpMBaEeTCs B Ka4YeCTBE OCHOBLI Teparnuu TSKesbiX GOPM FHE3HOM asoneLmu.
O6cyxpaaetcs npobaemMa pa3BUTUSI PEUMANBOB 0C/e OTMEHbI MHTMOUTOPOB SIHYC-KMHAa3, a TakKe 6e30MacHOCTb A/IMTe/IbHON
riofiAepxuBaloLLer Tepanum npernaparamMmu 3Toro Kaacca.

KnioyeBble cnoBa: rHesgHasi ajoneuusi, MHIIMOUTOPbI SHYyC-kuHa3, JAK, TogauntnHmb, 6apuLnMTHNG, abpoLnTUHKG,
putneuntnHn6, JAK/STAT

Ana yntupoBaHnsa: AmbGapysH 3.T., MBaHumkoB B.B., AnekceeBa A.[., lopaeeBa 0.bB., HamazoBa-bapaHoBa JI.C.
CoBpeMeHHble BO3MOXHOCTU Tepanuu rHe3aHOW anoneuuun. Borpockl coBpemeHHou negnatpmn. 2024;23(6):516-522.
doi: https://doi.org/10.15690/vsp.v23i6.2825

BBEJAEHMUE

[HeagHaa anoneuuns ([A) aBNseTcA cepbe3HOM U aKTy-
anbHOW MeAMLMHCKOM npobnemMon B AETCKOW nonynsuuu
M accoumMmpoBaHa C BbICOKMM PUCKOM MCUXOCOLManbHbIX
nocneacTBuit. Mpu 3TOM M3BECTHO, 4TO Tepanus TsxKe-
NbIX M pacnpocTpaHeHHbIXx dopm A HegocTaTovHO 3 deK-
TMBHa M 6e3o0nacHa, COMpOBOXAaeTcs GO0MbLIMM KOonnye-
CTBOM MOBOYHbIX 3PPEKTOB, B CBA3U C YEM Y KIMHULMUCTOB
Habngaetca «batannMcTMyeckoe» OTHOWEHUE K MPOrHo3y
TsKenbix dopm A y getern. OgHaKo ycnexu B MOHMMaHUK
natoreHesa A no3BonunuM paspaboTaTb HOBblEe KaccChbl
npenapartos, U B YaCTHOCTU MHIMOUTOPbI SIHYC-KNHAa3, U3y-
yeHne 3PpbEeKTUBHOCTU U 6€30MacHOCTU KOTOPbLIX Y AeTew
ABWNOCh LIENbIO HacTosLero o63opa.

A — ayToumMMyHHOE 3abosieBaHue, XxapaKTepuaytoLle-
ecs Hepy6L0BON NoTepen BONOC — OT HEBObLIMX O4aroB
[0 MOSHOW NMOTepM BOJIOC Ha ronoBe, NUUE W/uUun Tene.
B HacToslLLee BpeMs CHUTAETCS, YTO KIOYEBYIO PO/b B pas-
BUTUM GONE3HM UrpaeT HapyleHUne UMMYHHOW «npuBue-
rMn» (MexaHu3ama O6I0KMPOBaHUA MMMYHHOro OTBETa Ha
ayToaHTUreH) B BONOCAHOM OJIIMKY/E C pacno3HaBaHWeM
3KCMOHUPOBAHHbIX ayTOAHTUIEHOB BOIOCSHOrO GONMKyNa
T-KNEeTOYHbIMKU peLenTopamMmm ayToOpPeaKTUBHbIX LIMTOTOK-
cnyeckux T-knetok CD8™* [1, 2]. MNoTepsa BONOC OKa3biBaeT
3HA4YUTENbHOE HEraTMBHOE B/IMSIHME HA KA4YeCTBO XKWM3HM
NnauueHToB HE3aBUCMMO OT ee aTnonoruu [3, 4], 4To onpe-
[enseT BbICOKOE McuxocolmanbHoe 6pemsa 6onesHu [4]
1 BbICOKMIM PUCK Pa3BUTUS MCUXMYECKUX PACCTPOMNCTB [5].
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Alopecia areata is a chronic genetically determined inflammatory autoimmune disease damaging hair follicles and leading to temporary
or persistent nonscarring hair loss. Janus kinase inhibitors have been registered for its management, it allows to personalize the therapy
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SAMUAEMHUOJIOrUsA

3aboneBaemocTtb A coctaBnsetr 20,9 Ha 100 TbIC.
YeNI0BEKO-IET C KYMYNIATUBHOWM 3a60/1€BAaEMOCTbIO B TEHEHNE
Hu3Hu 2,1% [6]. 3aboneBaHne pa3BMBaETCA KaK y AeTeN, TaK
M B3pochblx, Npn atoM y 31-48% Bcex naumeHtoB A MaHu-
dectupyet B Bo3pacTte Ao 20 net [7, 8]. 1o gaHHbIM MeTa-
aHanuza 79 3anNuaeMUONOrMYEeCKUX WUccneaoBaHui, MoKa-
3aTenb pacnpocTpaHeHHocTM A cpefu geten coctaBnsieT
1,92% (95% noseputenbHbiv nHTepan (AN): 1,31-2,65), 4to
Bbllle, 4eM y B3pocnbix — 1,47% (95% AN: 1,18-1,80) [9].

K/IMHUYECKASA KAPTUHA

A yauie Bcero nposiBASETCS OAMHOYHBIMU WU MHOXe-
CTBEHHBIMU KPYrbiIMKU MW OBalbHbIMM O4aramu noTepwm
Bonoc [10]. Pexe oTmMevaloT pa3BWTME TOTalbHOW ano-
neunn, XxapakTepuaylowencs noaHOW noTepen BOMOC Ha
rofioBe, U yHMBEPCalbHOM anoneuun ¢ noTepen Bcex Tep-
MWHaNbHbIX BONOC Ha KOXHOM Mokpose. Elle pexe agua-
FHOCTUPYIOT OpMasnuc — MOJIOCOBUAHBLIM MaTTepH MnoTepwu
BOJIOC MO nepudepun 3aTblIOYHOM U BUCOYHOM 4YacTew
ronosbl. [Mpn MHBEPCHOM odmasuce (cmsacdo) oyaru ano-
neunn NeHToBUAHOW GOpMbl pacnpocTpaHAoTCA Ha JJIOGHO-
TEMEHHYIO Y BUCOYHYO o6nactu. Anddy3Hbi TURN notepu
Bonoc (alopecia incognita), UIMUTUPYIOWNIK aHLPOreHeTH-
YECKYIO 1 Te/IOreHOBYIO anonewuunio, CoNnpoBOXAaeTcs norte-
pei BOMIOCAHOrO NOKPOBa Ha HECKOJIbKUX 06/1acTaX KOXM
cKanbna. Yacto A npoTexkaeT ¢ BbiNnaJeHWeM OpPOBEWN,
pPEecHUL, an BONOC B 30He pocTa 6opoabl [11]. MHoraa atn
NPOSBNEHUSA ABNAIOTCH €AUHCTBEHHLIMU NPU3HAKaMKU o4a-
rosov ¢opmbl MA [11].

loTepsi BONOC, KaKk NpaBuio, He CONPOBOXAAETCH KaKu-
MU-TMBO CYOBEKTUBHBIMU OLLyLLEeHUAMKU. Hanobbl NauneH-
Ta Ha BblPaXKeHHble 3y, XXKEHME U OLlyLleHUe «MypalleK»
CBMAETENbCTBYIOT 06 MHOM AnarHo3e. Koxa noparKeHHbIX
y4aCTKOB O6bIHHO HOPManbHOW OKPacKW C COXPaHEeHHbIM
GONNUKYNAPHBIM annapaToM, pexe MOXHO OOGHapyXUTb
po3oBaTylo NepudonKynapHyto aputemy [12]. Kpome
TOro, y nofasngtowero 60nbWUHCTBa NauneHTos ¢ [A oTMe-
YaeTcs nopa)keHue Horren. Hambonee pacnpocTpaHEHHbI-
MW €ro npu3Hakamu BbICTynatoT o6pa3oBaHne HeOONbLIOro
pa3mMepa iIMOK, HanNnoOMWUHAIOLLUX TOYEYHYIO «UCTbIKAHHOCTb»
Ha HOITeBOW MAacTuHe, — «CUMMTOM HanepcTKa» U Tpaxu-
OHWUXUSA, pEeXe oTMeyvaloTcs MNpoAoJibHas UCYEPYEHHOCTb
M OHUXomagesuc [13].

Hannyne aKktnBHOro 3abosieBaHWA MOXHO OLEHWUTb
C MOMOLLbIO «TPAKLMOHHOW NMpobbl» — TecTa Ha Bblaepru-
BaHue (pull-test). B xoge Tecta Mexay 60/blIMM U YKa3a-
TenbHbIM NanbLamu 3axBaTbliBaeTcs Ny4ok u3 50-60 Bosoc
nauueHTa ¢ nocneaylowmMm noac4eToM KolmnyecTsa BONOC,
OCTaBLUMXCH B PyKax uccrnenoBaTens rnocie Hes3Hayutesb-
Horo notarnBaHma. Ecnm 310 KonnvectBo npesbiiaet 10%
(5—6 BoOnoc), Nnpoba CYUTAETCS MONOKUTENbHOW, TOBOPUT
O MaToJIOFMYECKOM MoTepe BOJIOC U yKa3blBaeT Ha aKTUB-
HOCTb npouecca [14].

BblI0O ONMCaHO MHOXECTBO pPa3/IMyHbIX MPU3HAKOB,
onpefensieMblX Mpu OCMOTPE KOXW TONOBbl C MOMOLLbIO
JepmaTocKorna, KOTopble MOryT NomMo4Yb B [MarHOCTUKE
W OLlEHKE aKTMBHOCTM 3ab0seBaHus. HepHble TOYKK, TaKKe
M3BECTHbIE KaK KajaBepwu3uMpoBaHHble BONIOCb, — OAMH
M3 Hanbonee xapaKTepHbIX MPU3HAKOB MporpeccupyloLlen
A [15]. BO3HMKaIOT M3-3a aKTMBHOIO BOCNANIUTENLHOIO
npolecca, KOTopbli pa3pyliaeT MaTPUKC BONOCa U Bbl3biBa-
€T ero o6nambiBaHME Ha YpOBHE YCTbS BOJIOCAHOTO GOMUKY-

Na, 4TO KJIMHWYECKM NPOSABASETCH KaK YepHasa TouKka. [pyron
XapaKTePHbI CUMMATOM — «COMIMKEHHbIE CMUYKMW», KOTOPbIV
npeactaBnser coboM UCTOHYEHHbIE, CKPYYEHHblE U 0610-
MaHHble aHareHoBble BONOCHI. TaKKe MOryT BU3yann3unpo-
BaTbCs TOpYallMe BONOCHl Ha nepudepumn ovara BbinageHus
(B BMAE BOCKAMLLATENBHOIO 3HaKa). «BocknunuaTtenbHble 3Ha-
KW» — OUCTPOPUYECKME U3MEHEHWUS Ha CTEpXKHe BoJsoca
B BM/E €ro CY)XXeHM1s No HanpaBieHWUIO K KOpHto [16].

OaHUM M3 Haubonee 4acTo MUCMONb3YEMbIX B KIAUHU-
YeCKOM MpaKTUKe Ana oueHKkn A MHCTPYMEHTOB $SBNS-
etca SALT (Severity of Alopecia Tool — wWKana oOUEHKM
TSXKecTn anoneuunun). MeTtoq BKIOYaET B cebs pasaeneHune
KOXM ronoBbl Ha 4 KBafgpaHTa U CyMMUPOBaHWE NPOLEHTa
naowaan KOXMW ronoBbl, NUWEHHON TEPMUHaNbHbIX BOMOC
B Ka)XOOM KBagpaHTe, a 3aTeM BCeW KOXMW rofoBbl, 4TO-
Obl MONY4YMTb O6LLYIO Naouwaab noparkeHusa. OueHka SALT
MOXeT BapbupoBaTb oT O (HopmanbHas) Ao 100 (Taxkenas).
MpeanoxeHbl KpUTEPUK TAKECTN 6onesHu, rae SO — oTcyT-
cTBME noTepu Bonoc, S1 — noteps Bonoc ot 1 o 24%,
S2 — notepsa Bonoc ot 25 ao 49%, S3 — noTteps BOOC OT
50 po 74%, S4 — noTeps Bonoc oT 75 1o 99%, S5 — noteps
Bosioc Ha 100% [17].

STUONATOrNEHE3

B nccnegosaHuu reHoma [18], B KOTOPOM M3yyanu cre-
umMduyecKkme annenn raBHOro KOMIeKca rMcTocoBMeCTH-
moctn (MHC) HLA (human leukocyte antigens — 4enose-
YyeCcKue JNemKouuTapHble aHTUreHol) Knacca | u knacca |l
npu A [19, 20], nogTBepxaeHa BeayLiasa ponb T-KNeTO4YHbIX
MexaHu3mMoB B natodusunonorun 3adonesaHus. MNpu atom
BOJIOCSAHbIe GONMKYNbl CTAHOBATCA YA3BMMbIMU 4S9 aTa-
KM co6CTBEHHbIMK T-numdountamm CD8* npu yvactuu
T-knetok CD4*. B HOpME MMMYHHYIO «MPUBKUIErNIO» BOJO-
csiHbIX GONMKYNOB o6ecrneynBaloT Kak Gpusmnyeckne 6apbe-
pbl, KOTOpble NPEnATCTBYIOT NPSAMON WMHOWUALTPALUKU NTUM-
dountoB [21], TaK M KoOMMaeKc T-nMm@ouUNTOB, KOTOpble
MHIMOMpyoT HLA, NOKanbHO 3KCMpPeccupyoT GMONOrM4YecKn
aKTUBHbIE MOJIEKY/bl CO CBOMCTBAMU MMMYHOLENPeccaHToB
(TpaHchopmupytoWwmn daKTop pocTa 6eTa, anbda-menaHo-
UMT-CTUMYNMPYIOLWMI TOPMOH, MHTepnenkuH (IL) 10, dakTtop,
MHIMGMpyloWmnn Murpaumto Makpodaros (MIF) u comarto-
cTaTuH) [22], o6ecneynBatloT HU3Ky0 3Kcnpeccuto 6enka A,
accoummposaHHoro ¢ MHC | (MICA) [22], cBA3aHHOro ¢ noj-
[epxaHuem 1 pacnpeaeneHnem T-KneToK namaTu [23], a Tak-
e nogasnenunem peuentopa NKG2D (natural killer group 2
member D) Ha TOKanbHbIX ECTECTBEHHbIX KUIIEPAX.

OOHMM M3 KoYeBbIX GaKTopoB naTtoreHesa A aBns-
eTcad uHtepdepoH ramma (IFN-y) [24]. CBa3biBaHWe 3TO-
ro UMTOKMHA CO CBOMMM peuenTopamu U nocnegylouas
nepegaya curHanos no ocu T-xennepoB Thl yepes Hepe-
LlenTopHble TMPO3UHKKMHA3bl JAK1/JAK2 MoryT Bbi3biBaTb
HapyweHne MMMYHHOW «MpUBUNErnn» NOCPeacTBOM yBe-
nnyeHuns akcnpeccun pelentopos HLA knacca | © NKG2D
[25, 26]. 370, B cBOIO 04epeab, CNOCO6GHO NPUBECTU K aKTU-
BaLuu ayTopeaKTuBHbIX T-numbountoB CD8* B oTBET Ha
npe3eHTauunio ayToaHTUreHOB MenTULOB TpuXoruanu-
Ha [27] n apyrux aytoaHTMreHoB Monekynamu HLA Knac-
ca | [25]. Takke IFN-y ctumynupyet BbipaboTKy IL-2 1 IL-15.
MocnegHun CTUMYNUPYET aKTUBUpPOBaHHble T-TMMbOUUTDI
CD8*, onocpeaya Takum o6pa3omM AOMOJHUTENbHYIO CEKpe-
umto IFN-y 4epes nyTb, cocToAlWMh K3 sHYC-KMHa3 JAK
n STAT — curHanbHOro 6enKka-TpaHCAyKTopa 1 akTMBaTtopa
TpaHCcKpunuuKn [28], B 4aCTHOCTM Yepe3 CUrHanansauuio
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JAK1/JAK3 [29]. BeigenatoT 4 tuna peuentopos — JAK 1,
JAK 2, JAK 3 # Tupo3nHKkMHaza 2 (TYK2) [1]. MNMpun aTom
curHanbHbi nytb JAK/STAT 6bin1 npu3HaH dapmMaKkonoru-
YECKOM MULLEHbIO ANS NeYeHns BocnanuTeNbHbIX 3abone-
BaHWM, B ToM 4yucne u FA. Mytb JAK/STAT npencrasnser
CcO060M OTHOCUTENIbHO MPOCTOM U KOHCEPBATUBHbLIM Kackag
peaKLWin, OCyWwecTBAAIOWMKX nepeaadyy BHYTPUKIETOYHOIO
CUrHana y MHOTOKJIETOYHbIX XXMBOTHbIX, @ TaKXe y YenoBe-
Ka [30]. MNocne cBaA3biBaHWS NUraHaa peLenTopbl AUMeEpPHK-
3yl0TCA U aKTMBUpPYOT Monekynbl JAK-kuHas. JAK-KMHa3sbl
dochopununpyloT cydbeanHULbl peuentopa no ocratkam
Tpo3uHa. Janee komnnekc JAK-peuentop docdopunu-
pyeT OCHOBHYIO MULWIEHb — TPAHCKPUMLMOHHbIE GaKTopbI
STAT. CoeanHeHHble pochopunnpoBaHHble MoneKynbl STAT
TpaHCNopTUpyloTCa B A4PO, rae CBA3bIBalOTCA C COOT-
BETCTBYIOWMMMU PETYNATOPHBIMU MNOCefoBaTeIbHOCTAMM
reHOB M 3anycKatoT ux TpaHckpunuuio [30].

WHIMBUTOPbI AHYC-KUHA3 B TEPANMUHU

TAXKENbLIX ®OPM OYAroBOM AJIONELIUU

MHrnéuTtopbl JAK MOXKHO pasaenvTb Ha ABa NOKOIEHUS.
K nepBoMy NOKONEHUIO OTHOCAT HECENEKTUBHbLIE MHTUGUTO-
pbl JAK, Takve Kak TodaunTUHUO, KOTOPbIA B pa3HOW cTe-
neHu BO3AENCTBYET Ha BCE YETbIPE TMNA PeLenTopoB SHYC-
KnHaa. lpenapaTbl BTOPOro NOKONEeHUss — GapULUTUHKG,
abpouMTUHMG M ynagaunTUHUG — obnagatoT CeNeKTUBHOM
MHIMOUTOPHON aKTUBHOCTBIO B OTHOWEHUKU peuenTtopoB JAK.
OTa pasHuua B M36MpaTenbHOCTU ABYX MOKOMEHUM onpe-
nensietT pas3nuumsg B MX 6e30nacHOCTU U 3OOEKTUBHOCTU.
Opyras KnaccuduKaums y4umTbiBaeT crnocob CBSA3bIBaHWUS
M TUM B3aMMOAEWNCTBUS MHIMOUTOpoB JAK C aMMHOKMKCO-
TaMu. B cooTBeTCTBMM C 3TON KnaccuduUKaumen BblaensioT
obpaTuMble (KOHKYPEHTHblE) U HeobpaTumble (KOBaneHT-
Hble) MHrMbuTopbl JAK [31].

MHrnéutopbl JAK — 370 Hebosbline MemMObpaHOMNPOHU-
LlaemMble MOJIEKY/bI, KOHKYpUpYoLLMe ¢ aageHo3nHTpndocda-
ToM (AT®) 3a cBA3blBaHWE B KapMaHe KMHA3HOro AoMeHa,
4YTO B KOHEYHOM WTOre npepoTBpawaer docdopunnpoBa-
Hue JAK cBoero ueneBoro cybetpata [31]. OgHako u3-3a
CX0fiICTBA B CTpyKType ATd-cBa3biBawolWwmx cantoB y JAK
nepBoe MOKONEHWE WMHIMOUTOPOB SIHYC-KMHA3 G/IOKMpyeT
6onee ogHoro peuentopa JAK B cOOTBETCTBUU C adPUH-
HOCTbIO K y4acTKam cBfA3biBaHusa [31]. Bropoe nokoneHune
MHrnéutopos JAK 6b110 pa3paboTaHo Aaa n3bupatenbHoro
6noKknpoBaHus peuentopos JAK.

06 nHrnémpoBaHum JAK/STAT B KadyecTBe BO3MOXKHOM
TepaneBTMYECKOM MulleHn 3arosopunn B 2005 r., nocne
TOro Kak y nauueHToB ¢ MuenonponndepatmBHbiMK 3a60-
neBaHUsAMM Gblna o6Hapy)XeHa To4YeYHas MyTaums B peLen-
Tope JAK2, Bbi3blBaBlUas BbICOKUW YPOBEHb €ro aKTuB-
HocTu [32]. B pe3synbrate yke B 2011 r. YnpaBneHue no
CaHWTapHOMY HaA30py 3a KayeCTBOM MULLEBBIX NMPOAYKTOB
n meankameHToB CLLA (FDA) 0406purno ncnosib30BaHMe pyK-
CONIUTUHMOA — UHrMéutopa JAK2 — ans nevyeHus naumeH-
TOB ¢ muenonponudepatMBHbiMK 3aboneBaHuamu. Bekope,
B 2012 r. 6bin 0406peH ToPauUUTUHMO 419 NaLMEHTOB C peB-
MaTOWHbIM apTPUTOM, YCTOMYMBBLIM K APYrMM MeTofaM
Tepanuu [33]. PedynbtaTbl NepBOro onnucaHmsa adpdeKTMBHO-
CTu nHrnéutopa JAK npu A 6binmn ony6anKoBaHbl B 2014 T.
[Moka3aHo, B 4aCTHOCTM, Y4TO TOPAUUTUHMO, HA3HAYEHHbIN
nauueHTy ¢ ncoprMasom U COMyTCTBYHOLWEN YHUBEPCATbHOM
anoneunen, npueBen K MOAHOMY BOCCTaHOBEHWIO BOJSIOC
B TeyeHue 8 mec neveHus [34]. Hayanacb HoBas apa B Tepa-

nuu Taxenbix Gopm MA, KOTopble paHee oTAn4yanncb Hebna-
ronpuaATHBIM MPOrHO30M. 3[eCb BaXHO Y4YUTbIBATb, 4TO
Mcnosib3yemble paHee npenapaTbl 415 CUCTEMHOM Tepanuu
A He 6blIN YAOBNETBOPUTENBHBLIMU C TOYKU 3pEHUS b deK-
TUBHOCTU U 6€30MacHOCTU. TaK, NPUMEHEHME MeTOoTpeKcaTa
B KayecTBe MOHOTEpanum U B cOYeTaHuMu ¢ nepopanbHbIMK
WY BHYTPUBEHHBIMU KOPTUKOCTepouzamu [35-37] unu
azaTtnonpuHoM [38] NpoAEMOHCTPUPOBAO pa3o4yapoBbIBa-
olme pesdynstatbl — MOHbIA KIMHUYECKWUIA OTBET OTMEYEH
B cpefHeM y no4ytn 18%, a YacTnyHbin — y 48% nauneHToB
npu go3ax ot 2,5 go 25 mr B Hegento. CoobliaemMblie N06OY-
Hble 3hdEKTbl BKAOYANM TOWHOTY M PBOTY, MOBbIWEHWE
AKTMBHOCTM MEYEHOUHbIX TPAHCAMUHA3, Ppa3BUTUE aHEMUH,
TPOMOOLIUTONEHUN U NENKOMNEHNN KaK Haubonee 4acTbiX
remMaTosiorMyecknx OTKIOHeHun [35-37]. CucteMHas rop-
MOHanbHasa Tepanus A 6blna 6onee adpOEKTUBHOM, OAHAKO
TaK¥e oTInYanacb BbICOKUM PUCKOM MOBOYHbIX 3DPEKTOB
W peumavBa 3aboneBaHUs B cllydae npeKkpalleHusa nede-
Hus [39]. bonee Toro, y HEKOTOPbIX GONbHbLIX C TAMXEbI-
Mu dopmamu A, BKItOYasi YHUBEPCANbHYIO WM TOTalbHYO,
OTMEYEHO MOJIHOE OTCYTCTBME OTBETA [ae Ha A0CTaTO4YHO
«@rpeCcCMUBHYIO» CUCTEMHYIO FTOPMOHANbHYIO W/UAN UMMYHO-
cynpeccuBHyto Tepanuio [40]. OgHako o6HafexuBatowme
pe3ynbratbl MccnegoBaHUn 3GPEKTUBHOCTU MHIMOUTOPOB
SIHYC-KMHa3 B Tepanuu A CMOrn M3MEHUTb YCTOSBLUMICS
CTEPEeOTHM, B TOM YUCNEe B CBA3KM C MUBMEHEHMEM NPOrHo3a
0N Taxenblx Gopm 3abosieBaHus.

TodauuntnHuo

TodauntmHmMb Knaccupuumpyetcs Kak naH-JAK-mHrnbum-
TOpP, aKTUBHbIV NPEUMYLLECTBEHHO B OTHOLWeHKUM JAKL/JAKS.
TopaunTMHMO WMPOKO NPUMEHSETCA B AETCKOW peBMaro-
JIOTMYECKOM MpPaKTUKe ¢ 2-neTHero Bo3pacta [41]. B HacTo-
ALLMNA MOMEHT 3aBepLUEH PSa MCCNeaoBaHWM, B KOTOPbIX
n3yyanu adPeKTMBHOCTb EXXeLHEBHOIO CUCTEMHOIO NpUMe-
HeHns TodauuTuHMba ana nedenus MA. OTKpbIToe Hecpas-
HUTENIbHOE KIMHWYECKOEe WccnefoBaHWe O6blNo npoBefe-
HO C yyacTMem 66 B3pocC/blX NauMeHToB, GOJbLIMHCTBO
(71%) — ¢ yHMBepcaNnbHOM anoneuuver npu BHIOYEHUU
B uccnegoBaHue. Yepes 3 mec neveHusa y 32% nauneHToB
OTMEeY€eHbl CHUXeHWe noKasaTenen SALT Ha = 50% ot
MCXOAHbIX 3Ha4YeHWMn, xopolas NepeHOCUMOCTb NeYeHUs
C He3Ha4yuTeNbHbIMU NOGOYHLIMU 3ddeKTaMu (BUPYCHbIE
MHOEKLMN BEPXHUX AbIXaTeNbHbIX MyTeW, rofioBHas 60/b,
akHe) [42]. UmMmyHOdyopecueHTHOe OKpawunBaHue 6uo-
NTaToOB KOXM MaLMEHTOB, NoJydyaBLIMX Tepanuio Todauu-
TUHMOOM B TeYeHue 2 MeC NeYvyeHus, Nnokasano 3ameTHoe
CHUMKeHUe aKkcnpeccuun STAT3 B GOMNMKYNSAPHOM 3MUTENNH,
4YTO CBWAETENbCTBOBANO O MaTOreHeTMYECKOM 3HavyeHuu
aToro nytu [42].

B nutepatype umeeTcs MHOXECTBO COOOLEHMK 06
3pDEKTUBHOCTU M 6e3onacHoCTh TodauUTMHUGa Npu neye-
Hun TA y peten [43]. Mo faHHbBIM MeTaaHanu3a uccneno-
BaHWM npuMeHeHus TodauuTMHUGa B Tepanuu A, oTBeT
Ha nevyeHne oTmeyveH y 49% nauueHToB, NPUYEM C NTyYLIUM
pes3ynbLTaToM y NauneHToB, NonyyYaBLlUUX nNpenapaTt B Tabre-
TUPOBaAHHON PopMe (B CpaBHEHUM C NPUMeEHeHWem Toda-
UMTUHWOa B GopMe HapyxHoro cpeactsa) [44]. MNokasaHo
TakXKe, 4To 3aPDEKTUBHOCTb KIIMHMYECKOrO OTBETa Ha Toda-
LMTUHUO KOpPPENMUPYET C BO3PacTOM — CTaxK 3aboneBaHuns
A 6onee 10 net, 0COBGEHHO NPU TOTaTbHOW UM YHUBEPCa/ib-
HoW dopMme, gaBnseTcs GaKToOpoOM HeLOCTaTOYHOro OTBETa
Ha Tepanuio, B CBA3M C YeM NpeasiaraeTcsd KOppeKkTMpoBaTb



(noBbIWaTb) 4o3y npenapata [45]. B nccnegosaHum cepun
cny4yaeB coobLaeTcs O Xopollerh NepeHoCUMOCTH Tepanuu
TodaumuTMHMGOM [46]. [aHHble poccuicKkoro peructpa A
y AeTeln TaKkKe noarseprkaatoT 6e3o0nacHoCTb TopauUTUHK-
6a — 3adPUKcMpoBaHbl Nerkme MHGEKLUU BEPXHUX Ablxa-
TeNbHbIX 1 MOYEBbLIBOAALWMX MYTEN, Clly4au OMNOSIChbIBaOLLErO
repneca, GONNUKYANTbI U KOHBIOHKTUBUTLI [47]. MNoBbIWeHKe
aKTUBHOCTW TpaHCaMWHa3, TPOMOOLMTOMNEHUS, HenTpone-
HUS U TUNEPXONecTeEPUHEMUS HaBOAATCS PEeaKo M, Kak
NnpaBwuo, He TPeBYIOT OTMEHbI UK KOPPEKLUMK Tepanuu [48].
OaHaKo B HEKOTOPbLIX MCCNeAOoBaHMSAX OTMEYEHbl YacTble
peumaunsbl A nocne 3aBeplieHns Tepanum TodbaunTUHUOOM.
Bpemsa BO3HWMKHOBEHUS peuunavMBa BapbupyeT OT 4 Hen
[0 6 Mec, MeanaHa — 8,5 Hej, XoTa B psije cny4yaeB pemMuc-
CcUs coxpaHsinacb okono 1 roga [45].

BapuynuTUHKUG

BapuuMTUHUG — CeNneKTUBHbLIN 06pPaTUMbIA UHTMOUTOP
JAK1/JAK2. Pesynbtatbl npumeHeHus npenapata npu A
Brnepsble 6blin onucanbl B 2015 r. lNoka3aHo, 4To y naumeH-
Ta ¢ cuHgpomoM CANDLE v conytcTBytowewn A yepes 9 mec
Tepanuu 6apuUUMTUHMOOM OTMEYEHO MOSIHOE BO306HOB/E-
HWe pocTta Bonoc [49]. B nocnegyoowem 3dpbEKTUBHOCTb
6apuuntMHnGa ana Tepanuu A 6blna n3ydyeHa B 60/bLLIOM
KONMn4yecTBe WccneaoBaHWK; Hanbonee mnoKa3aTeSbHbIMU
ansaoTca BRAVE-AAL n BRAVE-AA2 [50], B KOTOpbIX Mpwu-
HANKM y4acTne 654 1 546 B3pOCAbIX NaLMEHTOB COOTBET-
CTBEHHO. B Kaxgom uccnefoBaHuv nauMeHTbl CiyYanHbiM
o6pa3oM pacnpegensiiucb B rpynmnbl MoayyalolmMx nnawe-
60, 2 Mr wnn 4 mMr 6apuumTnHMba B CYTKWU, a NepBUYHOMN
KOHEYHOW TOYKOM OblN0 [AOCTUXKEHWE OLUEHKM MO LKane
SALT = 20 6annos. lNocne 36 Hea B rpynne nonyyasBLUMX
4 Mr/cyT nepBMYHas KOHeYHas To4yKa Oblna [JOCTUrHyTa
y 36-39% nauwueHTtoB, B rpynne 2 mr/cyt — y 19-23%,
B rpynne nnaue6o — y 3—6%. MNo6o4yHble apdeKTbI, Takne
KaK aKHe, MNOBbIWEHHAs aKTUBHOCTb KpeaTMHKWHa3bI
M MNOBbIWEHHAas KOHLUEHTPaLMS XoNnecTepuHa, Mnonpore-
WHOB HW3KOWM M BbICOKOM MAOTHOCTU, HE BblIM 3HAYUMbIMU
1 He TpeboBanu oTMeHbl Tepanun [50]. Hanbonee yacTbiMu
HexkenaTeNbHbIMKU SIBAEHUAMM Y NoayYaBlwnx 6apuunMTUHNG
B uccnenoBaHusax BRAVE-AAL 1 BRAVE-AA2 6biv TOLIHOTA,
aKHe, MHPEeKUUN BEPXHUX AbIXaTe/bHbIX 1 MOYEBbLIBOASLLMX
nyten. HexxenatenbHble ABNEHUS, CBA3AHHbIE C JIEYEHUEM,
Ha6noganucby 77,8, 70,4 1 60,7% naumMeHToB, NoAy4YaBLINX
6apuunTMHMG B Ao3e 4 mr, 2 Mr 1 nnauebo CoOOTBETCTBEHHO.
Hu B 0gHOM M3 rpynn ne4yeHus He 6blI0 3aperncTpmpoBaHo
CePbE3HbIX HeXenaTeNbHbIX SBIEHUI UK Clly4aeB CMEPTH.
He 6bl10 BbIBNEHO cny4aeB TPomM60aIMOGONMKU, 30Kave-
CTBEHHbIX HOBOOGPA30BaHWM, OMNMNOPTYHUCTUHECKNX UHDEK-
UM MU cepbes3HblX HebnaronpuaTHbIX CepaeYHO-COCyan-
CTbiX cOObITUI [51]. B pe3ynbraTe nccnegosaHnin BRAVE-AAL
1 BRAVE-AA2 6apnumnTMHMG cTan nepBbiM MHIMGMTOpOMm JAK,
0Ao06peHHbIM FDA B 2022 1. ans neyveHus TaKenbix Gopm
anoneuuun y B3pocnbix NauneHToB. NpumeHeHne 6apuumnTm-
HMGa y aeten 6bINo0 M3y4eHo B uccnegoBaHun BREEZE-AD
PEDS, KoTopoe npoieMOHCTPMPOBano 6e3o0nacHOCTb N0A06-
HOW Tepanuu B Bo3pacTe oT 2 feT [52].

PutneuntnHuo

PutneumtmHné — cenekTnBHbin wuHrnoutop JAK3
M KuHa3 cemenctBa TEC (KMHa3bl renatouenitofispHOn
KapunHombl). CeneKTMBHOCTb npenaparta ob6ycnoBfeHa
Heo6paTUMbIM KOBaANIEHTHbIM CBA3bIBAHUEM PUTNELUTUHM-

6a ¢ Cys-909 B JAK3, KoTOpbIM B Apyrux nsodopmax JAK
3aMelleH CepuHOBbIM ocTaTKoM [53]. Takon MexaHU3Mm
AeNCTBUA NO3BONAET NPUMEHATE PUTNELUTUHNO ANUTENb-
HO, TaK KaK 60JIbLUMHCTBO MOBOYHbIX 3)DEKTOB UHIUOBUTO-
pOB fIHyC-KMHa3 06ycnoBneHbl B3anmoaencrenem ¢ JAKL
n JAK2 [53]. B wuccnepoBaHun dasbl llb/Ill ALLEGRO
n3y4yanmcb 3POEKTUBHOCTb M 6E30MacHOCTb PUTNELUTH-
HMba y naumeHToB ¢ A B Bo3pacTe 12—-17 neT. [oKkasaHo,
4TO Ha 24-n Hepd oueHKKM no wkKane SALT < 20 6annoB
gocturnn 17-28% noapoCTKOB, MNOAy4aBLWWUX PUTIELMU-
TMHUG B fo3e = 30 mr. B rpynne nnaue6o ynyyweHve He
3adMKCMPOBaAHO HM B 0AHOM ciydae. Ha 48-11 Hep oueHKa
SALT < 20 6annoB pgocturHyta y 25-50% nauueHToOB,
nony4yaBlUMX PUTNELUTUHUG (= 30 mr). 06 «ymepeHHOM»
WUN «3HAYUTENbHOM» YNy4YlleHn cooblmnm 45-61% noa-
POCTKOB B rpynnax putneuuMtuHuéa (= 30 mr) npoTtus
10-22% B rpynne nnaue6o. Hanbonee yacTolMU Hexena-
TeNbHbIMW BIEHUAMM Y NOAPOCTKOB OblNn rosioBHas 60/b,
aKHe W HasodapuHrUMT. He 3apernctpupoBaHO ciy4aeBs
CMepPTHU, cepbe3HbiXx HebnaronpuaATHbIX CepAeYHO-COoCy-
ONCTbIX COObITUM, 3MI0KAYECTBEHHbIX HOBOOOPa30BaHWUMN,
TPOM603aMOBOIMN NErOYHON apTepumn, ONMOPTYHUCTUHECKNX
MHOEKUMN Mnn MHPEKLMI onosicbiBatowero repreca [54].
B 2023 1. putneunTtnHmnb 6611 ogobpeH FDA ana tepanunu M'A
y oeten ¢ 12 net [55], oAHaKO B HacTosee Bpems npena-
paT Ha TeppuTopumn Poccuinckon degepaumm HegoOCTyNeEH.

AGpPOLUTUHUG

ABPOUMTUHUO — ceNneKTUBHbIN MHrMouTop JAKL. 0go6-
peH FDA n EMA (European Medicines Agency, EBponenckui
C0103) ANs Ne4YeHns naunMeHToB C aTOMMYECKUM AepMaTtu-
TOM B Bo3pacTe 12 neT 1 ctaplue. ATOMMYECKUI AepmMaTuT
ABNSIETCA KOMOPOMAHbIM 3aboseBaHMEM B OTHOLIEHWUU
A, 1 HanuMyve y nauueHTa CO4YEeTaHHOM NaTo/IorMM He
pegkoctb [54]. Ony6avKoBaHbl pe3ynbTaTbl YCNELWHOro
NPUMEHEHUSA abpouMTUHMOA Yy NaLMEHTOB C aTONUYECKUM
nepmatutom un A [56-58]. C yyeToM ambuBanNeHTHOro
adpdeKkTa abpounTUHMO NpeacTaBnsgeT coO60M BO3MOXKHYIO
TepaneBTUYECKYIO OMUMIO Y NaLMEeHTOB C CO4ETAaHMEM aTo-
nuyeckoro gepmatmta u A [59].

HeaddpeKkTMBHOCTL TEepanumM UHrMGUTOPaAMK
fAIHYC-KMHA3 U NMPOJO0JIKUTE/IbHOCTb Tepanumn
OTCyTCTBME MONOXKMUTENBHOIO OTBETA Ha TEPaAnUIo UHIU-
O6UTOpPaMM SHYC-KMHA3 WM peunarMB 3abofieBaHUs KaK Ha
doHe nevyeHus, Tak M Mnocne OTMEHbl Tepanuu ABAAITCS
aKTyanbHoW npobnemown [44]. PaHHUK febtot A, anutenb-
HblM €e aHaMHe3, Hann4yne conyTCTBYIOLLEN NaToNorMm (aTto-
MUYECKOro AepmaTtuTa, ayTOMMMYHHbIX 3ab6oneBaHui) [10]
CNOCOOHbI HEraTUBHO BJINATL Ha KIIMHUYECKUN abdeKT oT
NPOBOAMMOrO iedyeHUs. BO3MOXHyI0 ponb B MOLOGHbIX NPo-
Lieccax MOryT urpaTb pe3naeHTHble KNeTku namstu [60].
Pe3naeHTHble T-KNEeTKM NamsATM COXpaHsloTCa B nepwu-
depnyecKkmx TKaHAX B TeYeHue AUTENbHOro BPEMEHM
W UrpatoT BaXKHyto poSib B 3alMTe OpraHn3ma oT MHPEKLUNUn
M onyxonen. B Koxe 3TW KNETKU OblIM OBHapYXKEHbI Mpwu
psae XpPOHUYECKMX AepMaTo30B, TaKMX KaK ncopuas, BUTK-
INTO M atonuyecknn gepmatut [60]. 3T KNETKMU BbISIB/IEHDI
B KOXe 1 npu A [61], ogHaKo KX pofib B natoreHese Bce
ewe ocrtaetca HeonpegeneHHon. OQHOBPEMEHHO C 3TUM
ANUTENbHOE MPUCYTCTBUE PEIUAEHTHbIX KIETOK NaMsaTu
B o4yarax noparKeHus OObACHSAET, MoYyemy Yy nauueHToB
¢ A pasBuBaeTcs peunans nocne Jie4eHUs UHrnoeurTopa-
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MW SHYyC-KMHa3 [61]. B HacTosuwee BpemMsa o6cyxaatoTcs
KJIMHUYECKUE NEPCNEKTUBLI HE TONbKO NoAaBNEHUS aKTUB-
HOCTU T-pe3neHTHbIX KINETOK NamMaTh, HO U UX STMMUHALUK
N3 NMopaXeHHOoW Koxu [62]. Bbbio NpoaeMoHCTpUpoBaHo,
YTO ceneKTuBHble MHrnouTopbl JAKL n JAK3, HO He JAK2
3HAYUTENIbHO CHMXXAIOT KOMMYECTBO PE3UIEHTHbIX Kie-
TOK [61]. bonee TOro, cenexkTmBHble UHrMGMTOPBLI JAK3
BbI3bIBAIOT YyMEHbLIEHUE KONM4ecTBa T-KNETOK, 4YTO NPMUBO-
OWUT K CHUXEHUIO aPEeKTOPHON Nonynaummn, yMEHbLIEHUIO
3KCMPECCUN MHTMOUPYIOLLMX PeLenTopoB, Takux Kak PD-1
(peuenTtop 3anporpaMMMpOBaHHOW TrMGenn Knetok 1),
TIM-3 (6enoK 3, cogepalunm T-KIETOYHbIM UMMYHOI/0-
Oy INH U MyUMH / goMeH myuuHa) n LAG-3 (6enok 3 reHa
aKTMBauum numoouunToB) [63].

AKTyanbHoM Npo6aeMon ocTtaeTcsd NoTpebHOCTb B A/IU-
Te/IbHOW noafepxuBatollen Tepanum UHrnontopamm JAK,
BbI3blBaloOLLEN ONACEHUS B CBA3M BbICOKMM PUCKOM BO3-
HWKHOBEHUS HEKOTOPbIX MOGOYHbLIX apdeKToB, Hanbonee
3HAYUMbIMW M3 KOTOPbIX ABASIOTCA OMMNOPTYHUCTUYECKUE
nHpeKummn n Tybepkynes nerkux. Kpome Ttoro, y B3poc-
NbIX NauMeHToB Oblnn 3adMKCUPOBaAHbI Cilydyan Tpombo3a
COCYAO0B, OAHAKO 3TU OC/IOXHEHWS OMNMUCaHbl y NaLUeHTOB
C MCXOOHO BbICOKMM PUCKOM TpoMbo3a [64]. YCTaHOBNEHO
TakXe, 4To TodaumUTUHNG He MoBbIWaeT YacToTy 3/10KaYye-
CTBEHHbIX HOBOOGpas3oBaHMi [64]. BaxHO NOAYEPKHYTb,
4YTO BCe MNepeyvyuclieHHble HexenaTesfibHble MNoCcneacTBUA
npumeHeHns TodpaunTuHnba y nauMeHToB LETCKOro BO3-
pacTta He Habnoaanucb [65]. bonee Toro, onyéMKOBaHbI
coobleHna o0 6e30MacHOM OMbITE HeNPepPbIBHOMO MNpu-
MeHeHuns TodauutuHnba B TedeHune 2,5 net y pebeH-
Ka ¢ A npu cCOXpaHEHUU MONOXMKUTENbHbBIX KIMHUYECKUX
pe3ynbTaToB [66].

3AKJ/IIOMEHUE

McecnepoBaHusa MMMyHonaToreHesa A, a Takke o6Lmx
C OPYrMMKW ayTOMMMYHHbIMUK MpoLeccaMu MexaHU3MOoB
pa3BuUTUa 3aboneBaHUs MPUBENU K pa3paboTKe HOBbIX
METOA0B NeYeHUs, HaueNeHHbIX Ha cneunduyecKkne uMmy-
HOMOIMYECKNE MYTU, KIIOYEBBLIM M3 KOTOPbIX SABNSETCH
JAK/STAT. MHorouucneHHole uccnegoBaHWa W KIWHWK-
yeckas MNpaKTMKa MOATBEPXKAAT BaXKHOCTb 3TOro MyTH
B reHese [A, yTo nos3BongeT paccmatpuBatb JAK/STAT
KaK KIIOYEeBYD MWLIEeHb ANS TepaneBTUYECKUX areHToB,
B TOM 4McC/e MHIMOUTOPOB SHYC-KMHa3. 3Ta rpynna npena-
paToB paccmaTpuMBaeTCs B Ka4yecTBe OCHOBHOM B Tepanuu
Taxenbix Gopm 60ne3HU. B HacTosilee Bpemsa oCTaeTcd
aKTyanbHOW Npo6nemMa pa3BUTUS PeLnanBOB Mnocse oTMe-
Hbl TEpanuu, 4To0 06YCNOBANBAET NOTPEOGHOCTb B U3YyHEHUM
HOBbIX MHTMOUTOPOB SIHYC-KMHA3, a TaKXe B OLEeHKe 6e30-
NacHOCTU ANUTENIbHOW MOoAAEPKMBalOLWEeN Tepanuun npena-
paTamu 3TOro Knacca.
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